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MpUBOAMM ONMUCAHME CIOXKHOTO MYTW AUATHOCTUKM OCTPOrO MErakapuoBnacTHOro N1eiKo3a, OTArOWEHHOTO MHOXECTBEHHOM
conyTcTayioweit naronorueit, y pebeHka ¢ cuHapomom flayHa. B gaHHOM ciyyae Knioyesylo posib B NOCTAaHOBKE AMArHo3a
CbIrpana KOMNAEKCHasN OLeHKA KNUHUYECKMUX JAHHBIX, Pe3ybTaTOB aBTOMATUYECKOr0 06LEKIMHUYECKOTO aHaNn3a Kposu
C A€TasbHOI MHTepNpeTaLMeil BCero CNeKTpa napamMeTpos, a Takke Mopdosorniecknx U MMMyHodeHoTUNMYeCKuX uccne-
AOBaHUi1 KOCTHOrO MO3ra C NPUMEHEHUEM PACLIMPEHHON NAHEIN MOHOKIOHANLHbBIX aHTUTEN.
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We present a description of the difficulties in diagnosing acute megakaryoblastic leukemia in a child with Down syndrome
aggravated by multiple comorbidities. In this case, a comprehensive assessment of clinical data, the results of an auto-
matic complete blood count with a detailed interpretation of the entire range of parameters, as well as morphological
and immunophenotypic bone marrow examination using an extended panel of monoclonal antibodies played a key role
in the diagnosis.
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BeepeHue mpodueM U KIMHUYECKUM TedeHueM [1, 2]. B knaccu-
Hetu ¢ cuanpomoM JlayHa (CJ/1) uMmerot 60ojee BBICO- ¢ukanum BcemupHO opraHu3aliuy 31paBOOXpPaHEHUS
KM PUCK Pa3BUTUS OCTPOTO JICK03a B CPaBHEHUHU C 00- (BO3) 2008 1. cpeay MyueIOMIHBIX PO epalvii BbIIe-
1LIEN MTOMYJISILIMEH, TTPU 3TOM C HauOOJIbILIEN YaCTOTOM BCTpe- neH otaenbHbIi moatun OMKII, accoummpoBaHHBIN

YaeTcs OCTPBI MerakapuoOiacTHbIA Jseiiko3 (OMKII), ¢ ClI, — CA-OMKUJI [3]. OMKJI (M7-BapuaHT) — OIWH
OTJINYAIOINICS OT CIIOPaIMYeCKOTO MOJIEKYASIPHBIM M3 CaMbIX PEIKUX BUIOB OCTPOrO MUEIOMIHOIO JeHKO03a


https://creativecommons.org/licenses/by/4.0/
mailto:guskova.nailya@mail.ru

Pepkue 1 cnoxHble KNMHMYECKUE CUTYaLum

OHROFEMATONOIUA 1’2023 tom 18

(OMJI) B cootBercTBMM ¢ FAB-K1accudukammeit ocTpheix
JIEIKO30B, CO3AaHHOM reMarojjoraMu @paHuuu, AMepu-
ku ¥ bpuranum [4, 5], Bxmovarommii 4—15 % Bcex geT-
ckux OMJI u okono 1 % Bcex OMJI y B3pocibix [6].

VY nereit ¢ CII MmanudecTanus JeKeMU IPUXOTUTCS
B IIEPBBIC S JIET XKM3HM ¢ IpeodaananueM moaruna OMKIT
110 3 IeT 1 ocTpOoro IMM@POOIaCTHOTO JIeHKO3a B CTapIleii
Bo3pacTHoii rpymnie [7, 8]. [Tatomopdonaorndeckast oco-
6enHocts OMKIJI — n36bITOYHAsS posndepalis Meraka-
PHOOIACTOB M METaKapHOIIUTOB B COYETAHUM C OCTPHIM
peakKTUBHBIM MUETO(PHOPO30M B KOCTHOM Mo3re [9]. dud-
deperHtmanbHyIo qrarHoctuky OMKII mpoBonsIT ¢ ocTpbiM
JMMDOOIACTHBIM JIEMKO30M, XPOHUIECKUM MUEJTOMITHBIM
JIEKO30M, MUEJIOTUCIUIACTUYECKIM CUHIPOMOM, MeTacTa-
3aMU COJIMIHBIX OMYXOJel B KOCTHOM Mo3re u 1p. [10].

[IpencrapnseM onmcaHue CIOXKHOTO IYTH IMATHOCTH -
k1 OMKIJI, oTgromeHHOro MHOXECTBEHHOI COMYTCTBY-
folIei matonorueit, y pedenka ¢ CJI.

KnuHuueckum cnyyait

Ilayuenmka K., 2017 200a poxucdenusn (4 eoda),
12.03.2021 nocmynuna 8 omoenenue 0emcKoli OHK0A02UU
HMMHI] onkonoeuu (Pocmog-na-Zlony) c duazrnozom ocmpo-
20 s1eliko3a HeymouHeHHo20 muna, anemuetl 11 cmenenu ms-
acecmu. XKanobwl: obwas caabocms, 6110CMb, CHUJCEHUE
annemuma, noswiutere memnepamypeoi do 39 °C. Conymem-
syrouue 3ab6onesanusi: CII, 6poxcoeHHblil NOPoK cepdua, Hce-
AYOOHHO-NUWEB00HbLIL pehaoKC, MPaxeodpoOHXoMAaayus,
VHAOMHEHUe NOHeUHbIX CUHYCO8 ¢ 08YX CMOPOH, CUHOPOM
MblUEHHOLU 2UNOMOHUU, KOCo21a3Ue, 08YCIMOPOHHUL BEeHO3HbII
mpom603 n008300UIHO-0e0PeHH020 ceeMeHma, Unomupeos,
ducnaasus coeOUHUMENbHOI MKAHU, OpeaHU1ecKoe nopajce-
HUe UeHmpanbHOU HePBHOIL cLcmeMbl, 3a0epicKa (u3u1ecko-
20 U NCUXOMOMOPHO20 PA3GUMUSL.

1lo dannbim obsexmusHo2o ocmompa obujee cocmosnue
msocenoe, 4mo 00yCcA084€HO OCHOBHbIM 3a001e8aHUEM,
a maksice UHMOKCUKAUUOHHbIM, AHEMUHECKUM, MPOMOOYU-
moneHnuyeckum cunopomamu. QPenomun coomeemcmayem
duaernosy Cl. Temnepamypa meaa 38,1 °C. Koxcrvie nokposst
u gudumble causucmole 000404KU OnedHble, ¢ eOUHUMHBIMU J1e-
MeHmamu eemoppazuteckoli coinu. Ilepugepuueckue aumagha-
muyeckue y31bl NPU NANLRALUY He Yeeautetbl. SI3bik 61adicHblil,
YyeeauueH @ pasmepe, YUCMbILL, BKYCO8ble COCOUKU XOPOULO Gbl-
paoicensbl. 3eg He eunepemupogan. Munoarunsl 3Ha4UMenbHO
BbICIYNAIOM U3-3a HEOHBIX DYdiceK, Oe3 HANemO8 U KA3e03HbIX
macc 6 rakynax. B aeekux dvixanue nyapunvHoe, gbicayuuga-
tomcesi nposooHble xpunsl, odbiuku Hem. Hocoeoe dvixanue
3ampydHeHo, 00uAbHOe cau3ucmoe omadeasemoe uz Hoca. 9ac-
moma dvixanus 26 6 munymy. Yacmoma cepdeuHbix coKpauie-
Huit 102 6 murymy. TonHst cepoya epomkue, pummut4Hble, CUCO-
Auneckuti wym. Apmepuanvroe oaénerue 101/56 mm pm. cm.
Kueom yseauuen 6 pasmepe, maekuii, npu nasvnayuu 6e360-
ne3nennsill. Ilpu enybokoii narenayuu namonoeueckue oopa-
306aHus He onpedeasiromcs. Ilewens gvicmynaem na 1,0 cm
u3-nod Kpas pebepHoil dyeu, cene3eHka He ygeaudena. Cmyn
peeyaapHblil, ogopmaennslil. Moueucnyckanue camocmo-
smenvHoe, He 3ampyoHeHo, Ouype3 a0eK8amHblil.

Tlayuenmka 03.03.2021 6bi1a o6caedoéana no mecmy
JHCUMeNbCMBa, BbisABAEHbl AHeMUsL, OaacmHuble KAemKU @ 00-
wem ananuze kposu (OAK), nosviuernue yposus C-peakmue-
Hoeo benka do 285,4 me/a.

ITlayuenmxa 05.03.2021 6bira eocnumanu3upoeana é om-
denenue 0emcKoil OHKO0A02UU U 2eMAMOA0UY C XUMUOMepa-
nueii Obaacmuoil demckoil Kaunuueckoi 6oavHuybl (Pocmos-
Ha-Zony). Pezynomam OAK: yposnu aeiikoyumos 3,8 < 10°/x,
eemoenobuna 82 e/a, spumpoyumog 2,94 x 102/, mpom-
ooyumos 289 x 10P/a, ckopocms 0cedanus 3pumpoyumos
65 Mm/u, baacmuovle KaemKu He 0OHapyceHsl. B nelikoyu-
mapuoi gopmyse aumgoyumos (56,0 %), monoyumo3s
(17,0 %), eOunuunble He3penvie epaHyI0uumbsl, HeUmponeHus.
Muenoepamma (om 10.03.2021): kocmHblii M032 CKYOHbLl,
noaumopghuwiii no cocmasy. Ipeobnadarom aumpouumot (43,6 %)
U 3penvle epaHyI0yumsl. IpumpoucHslii POCHOK Pe3K0 CYIiCeH.
Obnapyacenvt oaacmubie kaemku (7,6 %), cxoduvle ¢ mue-
soonacmamu OMKIIL. LHlumoxumu4eckue peakyuu 6 61acmHbix
KAemKax Ha nepokcuoasy u aunudst ompuyamenshoie. Ipu
evinonnenuu PAS-peaxyuu nabarooaemes omaodicenue epanyn
Ha ¢hoHe dughysnoil okpacku yumonaasmul kaemox. Ilpu
UMMYHOGeHomunuposanuu kKocmuoeo moszea (10.03.2021)
svisenensl Onacmuvle kaemiu (38,6 %) ¢ penomunom CD33/
CDI13-/MPO-/CD41a*/CDI117-/GlyA*/CD61", nauboree
eepossmern OMKII.

Jluxeopoepamma (om 10.03.2021): yposnu benaxa 0,17 2/,
2nKo3bl 2,8 mmoasv/n, xaopudos 127,2 mmoav/n, yumos
0,6 x 10°/a.

Jlannbie yabmpazeyko60eo uccnedosanusi 0peaHos GprouIHoLL
noaocmu u 3abprouunHo2o npocmparcmaea (om 10.03.2021):
neuenv He ygeauueHa, KOHMYpPbl POGHble, HemKue, Npasdas
doas 9,4 cm, nesas doas 5,0 cm; aX0CmMPYKmMypa nApeHxXumbl
oughghy3Ho-HeoOHOPOOHAS, U30IX02EHHOU NAOMHOCMU, 8 160l
dose neveHu eunepIxoeHHoe 00pa3oeanue ¢ HeuemKum KoH-
mypom, pazmepom 1,1 x 1,1 cm; cocyducmolit pucyHox
be3 ocobenHocmell, 60pomMHaAs 6eHA 8 MM, He pacuiupeHd.
Pazmep cenezenxu 6,9 x 2,4 cm (ne ygeauuena), cmpykmypa
napeHxumul 00HOpOOHAsl, be3 04a208bIX U3MEHEeHULL. 3aKat0-
yenue: oup@ysnsie usmeHeHus napeHxXUMsl neueHu, oopaszo-
8aHue 1egoil 00au (eemanauoma,).

Pezyromam komneromepHoll momoepaghuu 20108H020
mozea (om 11.03.2021): npuznaku HapysicHo2o cyooypanbHoeo
CKONAeHUsl AUKB0PA XPOHUHECKOU cYOOypanbHoll eemamombl/
2Uuepombl 8 100HO-meMeHHOI 0oe 1e6oil eemucgepbl 20106~
H020 M03ea, SHyeharonamul ¢ A6AeHUAMU AMpodU1ecKo2o
npouecca.

Tlayuenmrxce 10.03.2021 6bi1a 6binoaneHa NYHKUUs KOCIM-
HO20 MO032a U3 epebHs n008300UHOU Kocmu caeea, obpasey,
Hanpaearen 6 HMUI] demckoil eemamonoeuu, oHKoA02UU
u ummyHonoeuu um. Imumpus Poeawesa (HMHUII JITOH
um. Imumpus Poeauesa, Mockea) oas ummyHogenomunu-
YecKk020, MOPPOA0UUECK020 U UUMO2eHeMUUeCK020 Uccie-
doganuii. Ilo pezyrsmamam ummyHogeHomunuposanus
(om 11.03.2021) 6 obpasue sviseasemcs NORYAAYUSL ONYXO0-
N1e8bIX KAemoK ¢ adbeppanmusim ummyHogernomunom CD2*/
CD7+/CD33t/CD45*/CD117" 6 koruuecmese 3,0 %. Mueaoepam-
ma (om 12.03.2021): nynkmam beden muenokapuouumamu,
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6 cocmaee npeobaadaiom 3penvie AUMpoudnvle knemiu. Me-
2aKapuoyumapHslil poCMoK npedcmaener CKONnAeHUsMU
MpoMOOUUMO8 U 20AbIMU AOPAMU MUKDODOPM Me2aKapuo-
yumos. OcmanvHble pOCMKU KOCMHO-M03208020 KPOBEmao-
perus cyucenst. Obnapyicero 3,0 % HedugpepenyuposanHbix
onacmublx Kaemok. JlaHHble yumoeeHemu1eckKozo uccaedo-
éanus (om 17.03.2021): memodom ¢nayopecyenmHoii eubpu-
duzayuu in situ onpedeasiemcsi o 3 cUeHAAA OM PecUOHO8
7q22 u 7q31, umo nosgonsiem npednoaodcUms Haauyue Ka0-
Ha ¢ U30XpoMOCOMOIL 7q.

B omoenenuu demckoit onxonoeuu HMHUII onxonoeuu
nauuenmie 0ola evinoaHer 6 dunamuxe OAK (Sysmex XE
2100, Anonus); 24.03.2021 — mopghoaoeuueckoe uccredosa-
HUe acnupama KOCMHO20 M032a U3 epebHs N008300ulHol Ko-
cmu cnpaea (npoepammHo-annapamuoelii komniekc Bio
Vision, Micros, Aecmpus); 29.03.2024 — nosmopras nyHkyus
KOCMHO20 M032a 0451 MOP0oA02U4eCK020 UCCAe008AHUS U UM-
MyHOeHomunuposarus memodom 10-yseemHoii npomouHoii
yumoghnyopumempuu (Navios 10/3, Beckman Coulter, CIIIA).
Hccaedosanue nepeuunozo ummyHogpeHomuna 64acmHbIX
KAeMOK 8bINOAHEHO C UCHOAb308AHUEM MOHOKAOHANbHBIX AH-
mumen, MeueHHbIX pazauunbimu ayopoxpomamu: CD2 PCS,
CD3 ECD (PC7), CD4 FITC, CDS5 FITC, CD7 PE, CD§S ECD,
CDI0 PE, CDI3 PC5,CDI4 FITC, CDI5 FITC, CD16 PE,
CDI9 ECD (PC7),CD20 FITC, CD22 PE, CD34 ECD, CD33
APC (PC7), CD36 PC5, CD38 FITC, CD41 FITC, CD45 PB,
CD56 PC7,CD64 PE, CD79a PE, CD117 PE, HLA-DR PE,
MPO FITC, CD235a PE. Ouyenka pesyabmamos npogedena
¢ npumeHeHuem npoepammHozo obecneuenus Kaluza v.2.1
(Beckman Coulter, CIIIA). Ilonyasyuro 6aacmubix Kaemok
svldensnu Ha moueuHovlx epaguxax no sxcnpeccuu CD45
U 3Ha4eHUsIM napamempos 60k08oeo ceemopaccesnus (SSC).
Onpedenenue yposus sxcnpeccuu CD45 nposoduru 6 coom-
eemcmauu co Cmandapmom poccuiicko-6eaopycckoii koone-

DPAmUBHOI epynnvl N0 UMMYHOPEHOMUNUPOBAHUIO OCHPO2O
aumghobracmuoeo aetikosza y demeii [11]. Dxcnpeccuro anmu-
2eH086 oyerugau no kpumepusm Eeponeiickoil epynnst no um-
MYHOA02UYECKOU Xapakmepucmuke aeiiko3zoe (European
Group for the Immunological Characterization of Leukemias,
EGIL), coenacno komopoim nonyasyus 61aCMHbIX KAeMOK
cuUmaemcs NOA0JICUMENbHOLL, ecau 00451 NO3UMUBHBIX KAEMOK
04151 6HYMPUKAEMOYHBIX U MEMOPAHHBIX MapKepos ebiiue 10
u 20 % coomeemcmeento [12].

Pezyavmam OAK: yposuu aeiikoyumos 2,39 x 10°/a,
apumpouyumos 3,07 x 10"2/a, eemoenobuna 87 2/a, mpoméo-
yumoe 23,0 x 10°/n, cpednuii 06sem spumpoyumos 87,6 ¢a,
cpedHee codepicanue eemoenobuna 6 spumpouume 28,3 ne,
CpeOHsisl KOHUeHmpauyus eemo2nobuna 6 spumpoyume 323 2/,
makdice oOmmeuaemcst HapyueHue KoAu4ecmeeHHbIX COOMHO-
weHUll OmoeabHbIX 8U008 AeUKOUUMO8: 3HAHUMEAbHbLLL NUM-
goyumos (70,7 %), monoyumos (14,6 %) na ¢goue evipa-
JHCEHHOI OMHOCUMENbHOU U aOCONMHOL HelmponeHuu
(13,9 % u 0,33 x 10°/a coomeemcmeento) (puc. 1, a). Ilo-
AYUeHHble HaMU OAHHble, 8 YHaCIMHOCMU AeliKONeHUs, AHeMUs.,
mpomboyUmMoneHust, AUMPOUUMO3, MOHOUUMO3, OMMeYeHHble
makce ¢ Obracmuoll 0emcKkoll KAuHU4ecKol 6oavHuye,
Hyscdanucy 6 0emanbHOM aHAAU3E CKeMOSPAMM U NPO8edeHuUU
MUKPOCKORUYECK020 UCCAe008AHUsL MA3KO8 KPOBU.

Tak, nonyasayus aumgoyumos Ha ckemozpamme Heoo-
HOpOOHA, npedcmasnena 3peabimMu U AKMUGUPOBAHHbIMU op-
mamu (puc. 1, 6).

Obpawano eHUMaHUe U3MeHeHUue 001acmu Pacnoa0NCeHUs!
AUMPOUOHOI NONYASUUU OMHOCUMENbHO Ocell 00sem/caemo-
paccesiHue u odaacmu A0KAAU3AUUYU HOPMANbHBIX KAEMOYHBIX
auanoeos. bonee niomuas Kaemounas cO8OKYNHOCMb U3 Ma-
AbIX AUMPOUUMOE BU3YAAUIUPYEMCS 8 HUNCHel obaacmu
CKemozpammbl, MeHee NAOMHAS U BbIMAHYMAsL, COCIOAUWAS
u3 6onee KPYNHbIX AKMUBUPOBAHHBIX POPM AUMPOYUMO8, —
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Puc. 1. llokazamenu aeiikoyumaproeo 36ena kposu nayuenmiu K. npu nocmynaenuu 24.03.2021 (Sysmex XE 2100, SAnonus): a — aetikoyumapHslii npoguas,
Kpyeosas ouazpamma; 6 — ckemozpamma pacnpedenenus aeiikoyumos. Ilo ocu opounam — o6sem KAemok, Ho ocu abcyucc — ceemopaccesiHue; po30ablil

ygem — AUMGOyUmMbl, 3eAeHblll — MOHOYUMbL, OUPIO306bli — Helimpoguabl

Fig. 1. Blood leukocyte parameters of patient K. at admission 24.03.2021 (Sysmex XE 2100, Japan): a — leukocyte profile, pie chart; 6 — leukocyte distribution
sketogram. Along the ordinate axis — cell volume, along the abscissa axis — light scattering; pink color — lymphocytes, green — monocytes, turquoise — neutrophils
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Puc. 2. Kocmuuiii mose nayuenmxu K. Baacmuvie kaemxu (% 1000): a — npu nocmynaenuu 24.03.2021; 6 — 29.03.2021
Fig. 2. Bone marrow of patient K. Blast cells (< 1000): a — upon admission 24.03.2021; 6 — in a week 29.03.2021
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Puc. 3. [loxazamenu neiikoyumaproeo 3éena kpogu nayuenmiu K. 29.03.2021 (Sysmex XE 2100, Hnonus): a — aeiikoyumaphulii hpoguasb, kpyeoseas oua-
epamma; 6 — ckemoepamma pacnpedenerus aelikoyumos. Ilo ocu opounam — o6sem Kkaemok, no ocu abcyuce — ceemopaccesiHue; cepblil yeem — obaacmo
AUMPOYUMOB, MOHOUUMOS U MOAOObIX 2DAHYAOUUMOE, OUPI0306blil — Hedmpoubl

Fig. 3. Blood leukocyte parameters of patient K. in a week 29.03.2021 (Sysmex XE 2100, Japan): a — leukocyte profile, pie chart; 6 — leukocyte distribution
sketogram. Along the ordinate axis — cell volume, along the abscissa axis — light scattering; gray color — area of lymphocytes, monocytes and young granulocytes,

turquoise — neutrophils

6 HaNpaeaeHuU K eepxueli 00aacmu cKemoepammbl U 61npago.
Ommeueno makaice 3amMemHoe paculuperue 30Hbl pacnono-
JHceHuUst MOHOUUmMoudHoil nonyaayuu. Ilpu mukpockonuueckom
Uccne008anuU MA3K08 KPogU KOAUHeCME0 AUMPOYUMO8 COo-
cmaeasino 68 %, monoyumos — éceeo 4 %, Ho 0GHapYyHCeHb
onacmuvie knemxu (11 %), umo 00sscHsN0 yéeruueHue uucia
mouoyumos no danuvim OAK u ckemoepammor. Haruuue
01ACMHbBIX KAeMOK N03604UA0 3an0003pumy Y NAUUEHMKU
0CmpbLiL 1eUK03.

B kocmHom mo3ee Ha ghone NOHUNCEHHOU KaemouHOCMU
OMMEeUaNach GblpaNCeHHAs UHPUALMPAUUS OAACMHBIMU
wkaemkamu (31,2 %). Ipanysoyumaphwiii pocmok Kpogem-
BOpeHUsL CydceH, Hellmpoghuabhblil psd cocmaensiem 15,8 %.
Ipumponoas pedyyuposar 0o 5,4 %. Yeeauueno uucao aum-
@ouumos (43,0 %). Meeaxapuoyumol He 0OHApYHCEHb
(puc. 2, cm. mabauyy).

Jlannwix 0 XpoHuueckom MuesouoHoM Aeliko3e U Mueno-
oucnaacmu4eckom CUHopome He noayyero. Mopgonoeuueckue
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Muenoepamma nayuenmru K. 6 ounamuxe
Myelogram of patient K. in dynamics
Hopwma y nereii Pesynsrar

. %
IMoka3arenn 3-6 zer

24.03.2021 29.03.2021

BractHble kineTku, %
Blast cells, % 0-2,0 31,2 56,8
ano@mmm, % 0,8-5.0 0 0
Myeloblasts, %
HeiitpodunbHbie
rpaHyJIOLUTEI, %:
Neutrophilic
granulocytes, %:
IIPOMUECTIOLIUTHI
promyelocytes
MUEJIOLUTHI
myelocytes
METAMUETIOLIUTHI
metamyelocytes
MaTOYKOSICPHBIE
band neutrophils
CETMEHTOSIEPHBIE
segmented neutrophils

0,8—5,8 0 0
3,4—12,0 4,2 1,8
4,6—12,8 0 0,8
11,0-33,0 1,0 6,4
6,4—17,6 10,6 4,6
CyMMa KJIETOK

HeUTpo(pUILHOTO

psaaa
Total amount
of neutrophilic cells

35,8—67,8 15,8 13,6

Do3nHOMUITHEHBIE
IPaHyJIOLNTHI, %
Eosinophilic
granulocytes, %

1,61-12,6 0 0,8

bazodunbHbie
IPaHyJIOLNTHI, %
Basophilic
granulocytes, %

0-1,2 0 0

MomnorwuTsl, %
Monocytes, %

0-7,8 4,0 0,4
UBMEHEeHUsI KOCMHO020 MO32a XapaKmepHbvl 0451 0CPOo2o Aeli-
K03a. O0BeKMUBHYI0 OUEHKY MANCECMU COCMOSHUS NAYUeHN -
KU U KOMHACKCA BbISI8ACHHBIX HADYUEHUT OCAONCHANU HAAU-
Yue conymemeyuux 3a001e6anuil, a maxice nposedenue
uccnedoganuil 6 pasHvlx obpasyax é pazuoe epems. Tux,
aHanu3 pe3ynbmamos Uccae008anull KOCIMH020 M032a U3 pas-
HbIX yupedcOeHull ceudemenbcmeosadn 0 HeOOHO3HAUHOCMU
U NPOMUBOPEHUBOCIU OAHHBIX 8 OUEHKe YPOBHS OAACMHbIX
KAemoK KaK 6 Kpogu, maK u 6 KOCMHOM Mo3ee, U CHeneHu
BBIPANCCHHOCMU NAHYUMONneHuu. B ceasu ¢ smum 6 yensx
ymounenus duaenosa 29.03.2021 6oabHoil ObiaU NOBMOPHO
svinonnensvl OAK, mopgonoeuueckoe u ummyHogpeHomunuye-
cKoe uccaedosanue KOCmMHo20 mMo3ed.

Ilo pesyavmamam noeémoproeo OAK ycmanoénensi cy-
ujecmeenHble KOAUUeCcmeeHHble U KauecmeeHHble USMEHEeHUs
cocmasa Kposu, kacaroujuecs ¢ 60avuieli cmeneHu AeliKoyu-
MapHoeo 36eHa. Yposeuv AeliKoyumos cmani Hapacmams
do 10,0 x 10°/a u 6oaee uem ¢ 3 paza npeeviuian OaHHblE

ThavcpoLusi, % 11,8-33.4 43,0 19,0
Lymphocytes, %
I1nazmaTuueckue
KieTku, %

Plasma cells, %

PertukynspHbie
KJIETKH, %
Reticular cells, %

MerakapuouuTsl, %
Megakaryocytes, %

DpUTPoOJIaCThI

U IIPOHOPMO-
6sacteL, %
Erythroblasts

and pronormoblasts, %

0,2—1,2 0,2 0,2

Hopmo6iactsl, %:

Normoblasts, %:
0azoduIbHbIE
basophilic
TMOJIMXPOMATO-
(uIbHBIE
polychromatophilic
OKCU(DUIbHBIE
orthochromatic

0,4—2,8 0,6 0,2
6,6—23,0 1,6 3,0

0,2-3,0 3,0 4,0

CyMMa KJIETOK
SPUTPOUIHOTO pALa
Total amount

of erythroid cells

9,8-26,0 5,4 T4

MuenoKapHuoIUTHI,
ThIC. B 1 MKJI, X 10°/71
Number of myelo-
karyocytes, thousands

in 1 pl, x 10°/L

75—477 7,9 6,5

MerakapuoIuThI,
B 1 Mt x10°/11
Megakaryocytes,

in 1 pl, x10°/L

*N.I. Ilanucosa, 1974 ¢. [13].
*D.G. Papisova, 1974 [13].

43-235 0 0

npu eocnumanuzayuu. OmmeueHo yseauueHue cmeneHu ol-
DAXNCEHHOCMU AHEMUHECK020 CUHOPOMA U MPOMOOUUMONEHUL.
Obpawano enumanue, 4¥mo ¢ omueme A6MOMAMUHECKO20
uccaedosanuss Kposu Ha 0anHom smane ougghepenuyuposka
AeliKoyumoe Ha cyononyasayuu omcymemeosana. B cucmenme
P1G206 NOAGUAUCH COOOUEHUS, YKA3bI8AIOWUE HA AHOMAAUU
aetikoyumos (puc. 3, a). Ha ckemoepamme obaracmu pacnpe-
OeneHust AUMPoOUUmMo8, MOHOYUMOE U MOAOOBIX SDAHYAOUUMO8
00BeduHeHbl U 8bloeneHbl cepbim ygemom (puc. 3, 6).

Ilpu muxpockonuueckom ucciedosanuu Mazkoe Kposu
BbISI6AEHO 3HAHUMENbHOE Y8eAUUeHUe YUCAa MOphoaoeuecKU
HE0OHOPOOHBIX OAACMHBIX KAeMOK: codepicanue OAacmHbIX
xaemox 52 %, muenouyumos 4 %, memamuenoyumos 1 %,
nanoukosdepHvix Helimpopuaos 5 %, ceemeHmos0epHbIX Hell-
mpogunoe 4 %, 6azopuaoe 1 %, monoyumos 3 %, aumgpo-
yumoe 30 %.

Mopgoroeuueckue usmeHeHus KOCMH020 M032d, KAK
U pauee, XapaKkmepu3o8ailuch Pe3KUM CHUNCEHUEM 001ye20
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YuUCAa MUEAOKAPUOUUMOB BCAEOCMBUE CYICEHUsL BCeX POCKO8
KDOBemEopeHuUs: I3pUmpoUucHo20, epaHy104umapHozo u me-
eaxkapuoyumapuoeo (cm. mabauyy, puc. 2, 6). Ommeuanocs
cyujecmeeHHoe ygeaueHue cooeplucanus O1acCmMHbIX KAemoK
00 55,8 %, nexucawyux pasposnento u epynnamu. baacmuoie
KAemKU XapaKmepu3o8aiuch 8biCOKUM SI0epHO-UUMONAA3-
Mamu4eckum OmMHOUIeHUEM, OKPY2AbIM UL C HEPOBHBIM KOH-
mypom s0pom, 6a30(UALHOL YUMONAA3MOIL, pedce Ommeud-
AUCH YUMOnAa3MamuvecKue GblNAYUBAHUS, HaAAUHUe
8 yumonaazme asypohuabHoll 3epHUcmocmu. SHavyumensHas
cmeneHb NaHUUmMoneHuu, Obicmpoe Hapacmatue co0epICanus
04acmHbIX KAEMOK ¢ npeodaadanuem ux 4ucia 6 KOCMHOM
Mo3ee, a makce ux mopghoaoeuueckue xapaKkmepucmuxu
ykazeieanu Ha M7-eapuanm OMJI.

C yuemom moeo ymo y nayueHmKu panee He 8blsieaeHd
aKchpeccuss 4eno2o psda MueiouoHslX Mapkepog 6 00HOM
uccaedosanuu (Obnacmuas demckas KAuHU4ecKas 00AbHU-
ya) u omcymcmeyiom dauHole 0 Karoueswix onst OMKII map-
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xepax 6 dpyeom (HMHUI] JITOHU um. Jimumpus Poeauesa),
3aMPYOHAIOUWUX NOCMAHOBKY OUACHO3A, HAMU BbINOAHEHO
UMMYHOMEHOMUNUPOBAHUE KOCIHO20 M032A C UCNOAb308d-
HUEM MAKCUMAABLHO PACUUPEHHOU NAHeAU MOHOKAOHAAbHBIX
aumumen. B uccaedosannom obpasye evis81eHA NONYAAYUSA
OAGACMHBIX KACMOK MUEAOUOHOU HANPABACHHOCU C UMMY-
Hogpenomunom: CD45*/CD117*/CD33*/CD13*/CD34-/
CD38*/CD7*/CD2*/CD4*/CD15 /CD14-/HLA-DR/
CD41dim*/CD36*/CD64-/CD235a"/intraM PO~/
intraCD3-/intraCD79a~ , komopas cocmasuna 59,3 % om
ecex sdpocodepxcawux Kaemok. Pesyrvmamot koauvecm-
6EHHO20 AHAAU3A COOEPICAHUS KACTHOK, IKCHPECCUPYIOUSUX
Kaxcowlil KOHKPemHublll aHmueeH, a makice UMMYHOpeHO-
munuyeckue XapaKmepucmuky 61acmHbIX KAEMOK, CO2AACHO
JKcnpeccuu Kaacmepos duggepeHyuposku, Oviau He CMoab
0OHO3HAYHbL, MeMm Bonee YMo CUCTNEMAMU3UPOBAHHBIX OAH-
HbIX 00 UMMYHOpeHomune onyxoaegwlx kaemok npu OMKJT
Hem.

[Blast cells] CD117 PE / CO33 APC ., [Bhast cells] COO4 ECD / CD33 APC

w ' W w w w w L
CD17 PE CO34 ECD

[Blast cells]

ks M8 ETTC 7 CD13 PCS wilh&l:ﬂsi(ﬂ.‘lh?l}tm.ﬂt

e i 1o - T T T
intra MPO FITC

Puc. 4. Cxemoepammol, nosyuenHvle 8 pe3yabmame UMMYHOPeHOMURUPOBaHUs Ha npomourom yumogayopumempe Navios 10/3 (Beckman Coulter, CIIIA)
onacmubix Kaemok Kocmuoeo mozea hayuenmku K. (29.03.2021). [lonyaayus 6aacmmusix Kaemok 6bl0eaeHa CUHUM YGemOM, OCIANbHble KAeMKU KOCHHO20

M032a — KPACHbIM

Fig. 4. Sketograms obtained as a result of immunophenotyping on a Navios 10/3 flow cytometer (Beckman Coulter, USA) of bone marrow blast cells of patient K.
(29.03.2021). The population of blast cells is highlighted in blue, the rest of the bone marrow cells in red
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1lo pesyasmamam 60abuUHCMEA UCCACO08AHUT KAIOYE-
8biM omaudueM 0aHHO20 eapuanma om opyeux munoe OMJI
A6as5emes dKcnpeccusi (MeMOpaHHas U eHYMPUKAEMOUYHAS)
mpomoboyumapmuix enuxonpomeuroe CD41u CD61 [12, 14].
Kpome smoeo, no dannoim BO3, enasnulil npusnak meeaxa-
DPUOUUMAPHOU NPUPOOLL ONYX0AEBbIX KAMOK — IKCRPECCUs]
00HO020 UAU HECKOABKUX MPOMOOUUMADHBIX 2AUKONPOMEUH08
(CD41, CD61, CD42b) napsady c sxcnpeccueii MueaouoHbix
(CD13, CD33) u sapumpoudunsix (CD36, GlyA) mapkepos.
Mapxepot HLA-DR u CD34 npu smom uawe ompuyamensol.
Ipanyroyumapnvie u aumgpoudnsvie mapxepvt maxice ompu-
yamenwvHsl, 00HAKO 0OCMAMO4HO 4ACMO cmpexaemcs abep-
paumuas sxcnpeccus CD7 [3]. Unghopmayus 06 sxcnpeccuu
mapxepa CD45 npu C/I-OMKII 6 kaaccugpuxayuu BO3 2017 a.
He ompadiceHa, 00HAKo ecmb 0aHHble, CO2AACHO KOMOPbIM
onracmusie kaemku npu CH-OMKIT CD45-noaoxcumenvHol
[15, 16]. Kpome moeo, 6 pabome M. IO. Anexcenko u coagm.
nokazaro, umo npu OMKII 6 epynne ¢ CD45-noaosxcumens-
HbIMU OAACTHHbIMU KAeMKAMU Y Rayuenmos ¢ mpucomueti 21
0BHapyxcena bonee HU3KAs IKCHPeCcUst MeaKapuoyumapHsix
mapkepoe CD61, CD41 u mapxkepa CD2, a makce bonee
sovicoxuil npoyeum sxcnpeccuu CD7, CD13 u CD33, uem
oe3 mpucomuu 21 [16].

Co21acHO noAYHeHHbIM HaMU Pe3YAbIMAmam UMMYHoge-
HOMUNUPOBAHUSA, C YHeMOM OGHHBIX AUMEPAMYPbL NPOPUAL
oKCHpeccul OAACMHBIMU KACMKAMU MPOMOOUUMAPHO2O
enukonpomeura CD41, mueaoudnsix mapxepoe CD13, CD33,
obueneiikoyumaproeo anmueena CD45, T-kaemounoix map-
xepoe CD7u CD2, spumpoudnsix mapkepos CD36 u eauxogho-

pura A (GlyA unu CD235a), a makce omcymcmeue 3Kcnpec-
cuu CD34 u HLA-DR ykazviearu na OMKJII. Ocobernocmoio
0anHoe20 cayuas 6bl10 pachonodiceHle OnyxXo1e8oil NONYAsUUY
6 30He MoHoyumos no uikase CD45/SSC, umo ne xapakmep-
Ho 0as M7-eapuanma OMJI u coenacyemcsi c MOHOUUMO30M
no daunoim OAK (puc. 4).

Taxum obpazom, no CO8OKYNHOCMU KAUHUHECKUX OAHHbIX
U pe3ynbmamos 8cex npo8edeHHsIX HAMU UCCAe008aHU na-
yuenmie ycmaroener duaenos: OMJI, M7-ummyHnosapuanm.
Ilonyuennvie dannvie ObL1U NOOMBEPI’COeHD! Pe3yAbImamamu
noemopHuix uccaedoganuii, npogedennvix 31.03.2021
6 HMHUI] JITOH um. JImumpus Poeauesa. Ilpu ummyHnogpe-
HOMURUPOBAHUL KOCHIHO20 M032a UMMYHOpEHOmUn onyxo-
seeoil nonyaayuu CD2/CD7'/CD13"/CD33"/CD38" /CD45*/
CD99*, umo coomeemcmayem OMJI c kosxcnpeccueit CD2,
CD7. Ilpu yumoxumuueckom uccae008anuy MopoHouumoxu-
Muveckue XapaKkmepucmuky 61acmHbIX KAemoK He N0360451-
10M UCKAIOMUMb UX Me2aKapUuoyumapHyo npupooy.

3aknoueHue

KioueByto ponb B mmoctaHoBKe nuarHoza OMKII
y peberka ¢ CJI ¢ MHOXXECTBEHHOM COITyTCTBYIOIIEH Ta-
TOJIOTUEN ChIrpajia KOMILJIEKCHAsI OLeHKA KIMHUYECKUX
JMAHHBIX, PEe3YJbTaTOB aBTOMAaTUUYECKOTO OOILEKIUHU-
YECKOIr0 aHaJIn3a KPOBU C IE€TAJIbHOW MHTEPIIpETALMei
BCETO CIIEKTpa ITapaMeTpPoB, a TAKxKe MOPDOIOTMIeCKIX
1 UMMYHODEHOTUIIMIECKUX UCCICAOBAaHNUI KOCTHOTO
MO3ra ¢ MPUMEHEHUEM PaCLIMPEHHOM MMaHeJIM MOHOKJIO-
HaJIbHBIX AaHTUTEJ.

nnrtTEPATYPA/RETFERENTSCTES

1. Lorsbach R.B. Megakaryoblastic disorders in children.

Am J Clin Pathol 2004;122(Suppl 1):S33—46. DOI: 10.1309/
Y57TUGTE36PGQ2NV6

2. Etiology of Acute Leukemias in Children. Ed.: J.M. Mejia-
Aranguré. Springer International Publishing Switzerland, 2016.

3. Swerdlow S.H., Campo E., Harris N.L. et al. WHO Classification
of Tumours of Haematopoietic and Lymphoid Tissues.

Lyon: IARC, 2008.

4. Bennett J.M., Catovsky D., Daniel M.T. et al. Criteria for the diag-
nosis of acute leukemia of megakaryocyte lineage (M7). A report
of the French-American-British Cooperative Group. Ann Intern
Med 1985;103(3):460—2. DOI: 10.7326/0003-4819-103-3-460

5. Vardiman J.W,, Thiele J., Arber D.A. et al. The 2008 revision
of the World Health Organization (WHO) classification of myeloid
neoplasms and acute leukemia: rationale and important changes.
Blood 2009;114(5):937—51. DOI: 10.1182/blood-2009-03-209262

6. Gruber T.A., Downing J.R. The biology of pediatric acute
megakaryoblastic leukemia. Blood 2016;126(8):943—9.

DOI: 10.1182/blood-2015-05-567859

7. Roy A., Roberts I., Norton A., Vyas P. Acute megakaryoblastic
leukaemia (AMKL) and transient myeloproliferative disorder
(TMD) in Down syndrome: a multi-step model of myeloid
leukaemogenesis. Br J Haematol 2009;147(1):3—12.

DOI: 10.1111/j.1365-2141.2009.07789.x

8. CemeHoBa H.A. OcoOEHHOCTH OHKOJIOTMYECKUX 3a00JI€BAHU I
y aereit ¢ cunapomom JlayHa. Cunapom JdayHa. XXI Bek 2013;(2):11.
Semenova N.A. Features of oncological diseases in children with
Down syndrome. Sindrom Dauna. XXI vek = Down Syndrome.
XXI Century 2013;(2):11. (In Russ.).

9. Okopokos A.H. Jlumdbomsl (JiumMbounuToMbl) U TUMOOCAPKOMBI.
JuarHoctuka 6osie3Heit BHyTpeHHUX opraHoB. T. 4. JluarHocTuka
Oosie3Hei kpoeu. M.: MeauuunHckas auteparypa, 2001. 512 c.
Okorokov A.N. Lymphomas (lymphocytomas) and lympho-
sarcomas. Diagnostics of diseases of internal organs. Vol. 4.
Diagnostics of blood diseases. Moscow: Meditsinskaya literatura,
2001. 512 p. (In Russ.).

10. Verschuur A.C. Acute megakaryoblastic. Orphanet Encyclopedia,
2004. S—S5.

11. Hosukosa U.A., Bepxoukas T.}O., Mosuan JI.B. u np. Ctanmapt
POCCUIICKO-0€I0pYyCCKOI KOOTIEpaTUBHOM IPYTINbI O UMMYHODE-
HOTUITMPOBAHUIO OCTPOro JIuMGOoOIacTHOrO Jieiiko3a y neteit. OH-
korematosiorust 2018;13(1):73—82. DOI: 10.17650/1818-8346-
2018-13-1-73-82
Novikova I.A., Verzhbitskaya T.Yu., Movchan L.V. et al. Russian-
belarusian multicenter group standard guidelines for childhood
acute lymphoblastic leukemia flow cytometric diagnostics.
Onkogematologiya = Oncohematology 2018;13(1):73—82.

(In Russ.). DOI: 10.17650/1818-8346-2018-13-1-73-82

12. Bene M., Castoldi G., Knapp W. et al. Proposals for the
immunological classification of acute leukemias. European Group
for the Immunological Characterization of Leukemias (EGIL).
Leukemia 1995;9(10):1783—6.

13. Manucosa I.I. Mopdonornueckre 1 LIUTOXUMMUYECKUE UCCIIE10-
BaHUs KJIETOK KPOBU ¥ KOCTHOTO MO3Ta y 3I0OPOBBIX JIETEl U TTPU
OCTpBIX Jieliko3ax. ABToped. auc. ... KaHa. men. Hayk. JI., 1974.
Papisova D.G. Morphological and cytochemical studies of blood
cells and bone marrow in healthy children and in acute leukemia.
Dis. ... candidate of medical sciences. Leningrad, 1974. (In Russ.).

OHROFEMATONOIUA 1’2023 tom 18



Pepnkue n cnoxHble KNMHUYECKUE CUTYaLUU

OHROFEMATONOIUA 1’2023 tom 18

14. UnnapuonHosa O.U., Topuakosa M.B., Pycanosa E.b. u np. KoH- 16. Anekcenko M.1O., Unnapuonosa O.U., Bepx6uikas T.1O. u np.
CHEKT KIIMHUYECKO LIUTOMETPUU: OCTPBIA Merakapro0IacTHBI NMMmyHOdeHOTUIMYEeCKAs XapaKTEPUCTHKA OCTPOTO
neiiko3. KnmuHudeckasi tabopatopHast muarHoctuka 2015;60(7):42—8. Merakapuo01acTHOTO Jieiiko3a y aeteit. Bonpockl rematosoruu,/
Illarionova O.I., Gorchakova M.V., Rusanova E.B. et al. OHKOJIOTMY U UMMYHoMaTojoruu B neauarpuu 2019;18(3):35—40.
Summary of clinical cytometry: acute megakaryoblastic leukemia. DOI: 10.24287/1726-1708-2019-18-3-35-40
Klinicheskaya laboratornaya diagnostika = Clinical Laboratory Alexenko M.Yu., Illarionova O.I., Verzhbitskaya N.Yu. et al.
Diagnostics 2015;60(7):42—8. (In Russ.). Immunophenotypic characterization of acute megakaryoblastic

15. Karandikar N.J., Aquino D.B., McKenna R.W., Kroft S.H. leukaemia in children. Voprosy gematologii/onkologii i immuno-
Transient myeloproliferative disorder and acute myeloid leukemia patologii v pediatrii = Pediatric Hematology/Oncology
in Down syndrome. An immunophenotypic analysis. Am J Clin and Immunopathology 2019;18(3):35—40. (In Russ.).
Pathol 2001;116(2):204—10. DOI: 10.1309/XREF-C9T2-6UOA-4EDT DOI: 10.24287/1726-1708-2019-18-3-35-40

Bkuag aBTopoB

H.K. IycpkoBa: pa3paboTKa qu3aiiHa UCCIeI0BaHMsI, BHIITOJIHEHNE Ja00PaTOPHBIX MCCIEIOBAHMI, CUCTEMATU3ALIMSI U AHAJINU3 TOJIYYEHHBIX JaHHBIX,
HaIlMCaHUE TEKCTA CTAaThU, YTBEPKICHUE UTOTOBOIO BApHMAHTA TEKCTA PYKOITHCH;

O.H. CenoTHa: BbINOJIHEHUE 1a00PATOPHBIX UCCAEIOBAHUI, CCTEMATU3a LMl M aHAIU3 MOJTYyYeHHBIX TaHHBIX, 0030p MyOJIMKaLMii TI0 TEME CTaTbhU,
HaIMCaHUE TEKCTA CTAaThU, PeIaKTHPOBAHUE CTAThH;

W.B. JIbICEHKO: KOHCYIbTALMS 10 KIIMHUYECKOMY CJIydalo, MHTEPIIPETALUs M aHAIU3 JaHHBIX, PeIaKTUPOBAaHUE CTAThU;

10.10. Kozenb, O.B. Kostok, B.B. iIMutpueBa: BeaeHE MallMeHTa B KIMHUKE, ONTMCAaHUE KJIMHUYECKOTO ClIy4asi, MHTepIIpeTalks U aHAIU3 JaHHBIX;
M.A. bapaHeHKoBa: aHaJIM3 JAHHBIX, PeIAaKTUPOBAHUE CTAThU, IEPEBOJL HA AHTJIMICKUI SI3BIK;

A.C. HosnpuueBa: c6op u 06paboTka MaTepuara.

Authors’ contributions

N.K. Guskova: study design development, laboratory research, systematization and analysis of the obtained data, article writing, final article approval;
O.N. Selyutina: laboratory research, systematization and analysis of the obtained data, review of publications on the article topic, article writing, article
editing;

I.B. Lysenko: consultation on a clinical case, data interpretation and analysis, article editing;

Yu.Yu. Kozel, O.V. Kozyuk, V.V. Dmitrieva: patient management in the clinic, description of a clinical case, data interpretation and analysis;

M.A. Baranenkova: data analysis, article editing, translation into English;

A.S. Nozdricheva: collection and processing of material.

ORCID astopos / ORCID of authors

H.K. I'ycbkoBa / N.K. Guskova: https://orcid.org/0000-0002-4222-1579

O.H. Cemoruna / O.N. Selyutina: https://orcid.org/0000-0001-6762-0835
W.B. JIsicenko / I.B. Lysenko: https://orcid.org/0000-0003-4457-3815

10.10. Kosens / Yu.Yu. Kozel: https://orcid.org/0000-0002-6681-3253

0.B. Kosiok / O.V. Kozyuk: https://orcid.org/0000-0002-0676-7398

B.B. AmuTtpuena / V.V. Dmitrieva: https://orcid.org/0000-0002-2124-3218
A.C. Hosapuuesa / A.S. Nozdricheva: https://orcid.org/0000-0003-3336-9202

KondamkT uHTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTAa UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®unancuposanue. Pabora BbInoIHeHa 6¢3 CIIOHCOPCKOM MOMIEPXKKU.
Funding. The work was performed without external funding.

Co0uoenue npas nanuenToB. Popurteny nauueHTKY NoAnycaii MHGOpMUPOBaHHOE corylackie Ha MyOIMKaLurIO ee JaHHbBIX.
Compliance with patient rights. There is given the parental informed consent to the publication of child’s data.

Crarps noctynuia: 19.11.2022. Ipunsra K myomukamun: 23.01.2023.
Article submitted: 19.11.2022. Accepted for publication: 23.01.2023.


https://orcid.org/0000-0003-3336-9202

