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KINMHUYECKOE HABJIIOAEHUE TPAH3UTOPHOTO JIEMKO3A Y PEBEHKA C CAHAPOMOM JAYHA

Enena Cepeeesra Qunumonosa’, FOputi Anexcanoposuy Joixno’, auna bopucosna Xnebnuxosa’
('®ymran Cubupckoro Kmmunyeckoro Llenrpa ®MBA Poccyrn Knnandeckas 6onpHmia Ne 42, 1. 3e/1eHOropeK
Kpacnospckoro kpas, /1. Bpad — A.B. Canosa; *KpacHosApcKmit rocyjapCTBeHHbI MEIUIVHCKUI YHUBEPCUTET

uM. 1mpo¢. B.®. BoitHo-fIceHelikoro, pekTop — A.M.H., 1pod. VI.II. ApTioxoB)

Pesrome. TpaH3MTOPHBIN aHOMa/IbHBI M1e1011093 (TAM) mim TpaH3UTOPHBII JIEVIKO3/TPAaH3UTOPHOE MUETONIPOJIN-
(depaTBHOE PacCTPOIICTBO OTHOCKUTCA K MUEIOMAHBIM Ipoyyidepanys 1 HabIofaeTcsa IpuMepHo y 5-10% HOBOPOXKIIeH-
HbIX ¢ cungpomoM Jlayna (CJI). Y 6onmpuinHcTBa feTeit 3a60/1eBaHNe He IIPOSIB/ISIeTCS CUMIITOMATIYECKY, 32 MCK/TIOYeHIeM
LVPKYIMPYOLIMX 671aCTOB B IepepIaecKoil KpOBH, I CAMOCTOATENIBHO paspelraeTcA 6e3 TedeHIs B TedeHe IIePBbIX 3-6
MeCs1eB XXM3HN. B OTHeMbHBIX C/Tydasx IMpONCXOAUT TpaHcopMmanus B ocTpslit elikosd. bractel mpu TAM 06bI4HO 9KC-
IIPeCCUPYIOT XapaKTepHble Merakapruobmactabie Mapkepsl CD 41, CD 42b. K penknm, Ho TsDKebIM ocnokHeHusiM TAM or-
HOCUTCS IIe4eHOYHBIN PrOpPO3, IPY 9TOM OTBETCTBEHHBIMM 32 I3MEHEHN B IIeYeHY CIUTAIOTCA TPOMOOLUTAPHbI HaKTOp
pocra PDGF u tpancdopmupytommmii pakrop pocra TGF-bl. [TpusHaHHOI Ha cerofHs cuuTaeTcs Teopus passutus TAM
B (eTa/IbHOI ITeYeHM U IpuyjaeTcs 60/Ibloe 3HaYeHne coMmaTideckoit Mytaruu resa GATAL. OpHako Ko KOHIIA He ACHO,
nodemy npyu TAM HacTymaeT CHOHTaHHaA peMyccus 6e3 Koro-moo nedenns. B cTaTbe pefcTaBIeH KIVMHNYECKWIT CTydai
TPAH3UTOPHOTO JIeliKo3a y pebeHKa ¢ cuaipomoM JlayHa. [emaTomorindeckie M3SMeHeHNA MOABUIICH B KIMHNYECKOM aHa-
JI13€ KPOBM B II€PBbIe CYTKY IOC/IE POXK/IEHMSL.

KnroueBbie ctoBa: TPaH3UTOPHBIV aHOMaJIbHBIN MIEJIONI093, TPAH3UTOPHBIN JIEIKO3, OCTPBII T€MIK0O3, OCTPBII MIENIO-
WJIHBIII JIeTIKO3, OCTPBII MerakapuoO6IacTHBII 1eiiKo3, cuHgpoM [JlayHa.

A CLINICAL CASE OF TRANSIENT LEUKEMIA IN A CHILD WITH DOWN SYNDROME

E.S. Filimonova', Yu.A. Dykhno?, E.B. Khlebnikova?
(*Siberian Branch of the Clinical Center of FMBA of Russia Clinical Hospital Ne 42, Zelenogorsk,
Krasnoyarsk Territory; *Krasnoyarsk State Medical University, Russia)

Summary. Transient abnormal myelopoiesis (TAM) or transient leukemia/ transient myeloproliferative disorder refers to
myeloid proliferations of Down syndrome (DS). Its occurs in approximately 5-10% of newborns with DS. Most of infants are
asymptomatic and only blast cells present with circulating. Usually TAM spontaneously resolves without therapy within 3-6
monthsafter birth. TAM can rarely causes acute leukemia. The blast cells in TAM usually have characteristic of megakaryoblasts
CD41 and CD42b. TAM can rarely cause liver fibrosis. Platelet-derived growth factor (PDGF) in combination with TGF-b1 is
responsible for hepatic fibrosis in such patients. The theory of the prenatal origin of TAM in the fetal liver is recognized and
GATAI mutations in-utero are responsible for infringement of megakaryocytic differentiation. It is currently unclear why
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TAM spontaneously resolves without any therapy. The article presents a clinical case of transient leukemia in a child with

Down syndrome.

Key words: Transient abnormal myelopoiesis, transient leukemia, transient myeloproliferative disorder, acute leukemia,
acute myeloid leukemia, acute megakaryoblastic leukemia, Down syndrome.

OmnkoremaTonorndeckue 3a0ojeBaHusA JIETCKOTO BO3pacTa
HPEJICTAB/IAIOT COOO0I0 AKTYa/lbHYI0 IPOOIEMYy COBPEMEHHOTO
3apaBooxpaHenus [1,2].

TpaH3uTOpHBII aHOManbHbII Muenonoas (TAM) [kraccndu-
karyss OMJL, BO3 2008] - xyoHanbHOe MuenonposndeparusHoe
3aboneBaHue, cBA3aHHOe ¢ cunppoMoM aywa (ClI), koTopoe y
6OMIBIIMHCTBA [leTell CAMOCTOSTEIBHO paspelraeTcs 6e3 medeHns
yepes 3-6 MecsALeB noce poxaenus [3]. Opxako B 20-30% cry-
JaeB B TedeHMe 3-4 JIeT IPOMCXOAUT TpaHCHOPMALMA B OCTPbIt
neiiko3 (OJI), mpenMyIecTBEHHO, OCTPbIil MerakapuoO/1acTHBII
neiiko3 (OMIJI, M7), 4eMy CIIOCOOCTBYeT MOsIB/IEHUE JOIOTHM-
TE/IbHBIX COMATMYECKVX MYTaluii B IOCTHATalbHOM IIepHOfe
[5]. IIpu aTom crienapuit passutus TAM BO MHOTOM 3aBUCUT OT
recTallMOHHOTO BO3PACTa, MCXOHOTO YPOBH: JICIIKOIUTOB (Me-
Hee ymn 6oree 100 ThIC.), aKTUBHOCTH TIeYeHOYHBIX HepMEHTOB
U ypoBHs 6unupyounemun [7].

OpHako, B OTAEMbHBIX TSOKEBIX CTydasx, TAM MoxeT mpoTe-
Karb Kak OJI, c vHGWIbTpaLyeil TKaHelt, IPMBOJA K CMEPTH Naljy-
€HTa BCJIEICTBME TsDKEIONM OPraHHONM HefocTaToYHOCTH. OpHUM
U3 XapaKTePHBIX TPO3HBIX OC/IO>KHEHMIT TeYeHNA JAHHOTO 3ab071e-
BaHVIA ABJIACTCA pasBUTIE [P PY3HOr0 MHTPAIOOY/IAPHOrO Neve-
HOYHOTO Gubpo3a, MPUBOAALIETO K CMEPTH MallMeHTa BCIeCTBIE
TSDKETIOl TTeYeHOYHON HefoCTaTOYHOCTN. OTBETCTBEHHBIMM 32
JlaHHBIEe VIBMEHEHMs B IIeUeHM ABJIAIOTCA TPOMOOIMTAPHLIN dak-
top pocra PDGF u tpancdopmupyroruit pakrop pocra TGE-bl,
CTUMYyUpYIOLIie edeHOUHbIe GrOpo6macts [6]. Pubpos moxeT
3aTParuBaTh U APYTHe IAPEHXMMATO3HbIe OPTaHbI: IeTKIe, TOYKH,
TIO/KENTYJOYHYIO JKeyle3y, B KOTOPBIX OTMEYaeTCA BBICOKASA 3KC-
npeccus perentopos k TGF-bl u PDGE

Takum 06pa3oM, HeCMOTPs Ha TOT (akT, YTO OIACTBI IpU
TAM nmeroT Mapkepsl Merakapuob6mactideckoro psga CD41 u
CD 42b 1 1o MOneKynApHOMY IPOdU/II0 He OTINYAITCA OT 6/1a-
croB ipu OMIJI M7 (67macTbl, Ipy KOTOPBIX IPOAYLVPYIOTCSI
pocToBbie GpaKTOpPBI, CTUMY/MpYOLIVe TpaHchopManuio Gpubpo-
6macros B KM, nmpusopst k muenodubposy), npu TAM muenodu-
6po3 KpaiiHe pefKoe sBJIEHMe, TOTMja KaK Ie4eHOYHbll Gpuodpos
BecbMa XapaKTepeH U BCTpedaeTcsA IpuMepHo B 20% crydaes
[4]. Kpome Toro, B 9KCIepuMeHTax OBUIO II0Ka3aHO, YTO 6/1aCTh
pu TAM (HecMOTp# Ha UX OIIyXOJIEBYIO IIPUPOJY) MOTYT it Vitro
nuddepeHINPOBATHCA KO 3PENBIX KIETOK PAas3INYHBIX JIMHMNIL, B
TOM YJIC/Ie — METaKapUOLUTOB, YTO COBEPLIEHHO HEOOBIMHO LI
OMII [4].

B HacTosmiee BpeMsA IPY3HAHHOI CYNTAETCSA BHYTPUYTPOO-
Has Teopus passutysa TAM ¢ popMupoBaHteM MyTaHTHOTO KO-
Ha B (eTa/bHOI NeyeHN. [emaToUThl ¥ CTPOMa/IbHbIe K/IETKI
HeYeHY IPOAYIMPYIOT 60/IbIIOE KOMMYECTBO Pa3IMIHBIX POCTO-
BBIX (PaKTOPOB T'eMOII093a, CPefiil KOTOPBIX 0COOYIO POIIb OTBO-
IAT TPOMOOIOSTUHY, KOTOPBII CO3[aeT YHUKA/IbHYIO CPEAy AL
pasBUTHA OIyxoneBoit momynAanym. OFHNM U3 JO0Ka3aTelbCTB
JaHHOI Teopunu sABAAeTCs GaKT HaXOXKJeHMA 07IacTOB B Gojee
BBICOKOM IIPOLIEHTe B IepU(epudecKoil KPOBY, 110 CPaBHEHNIO
¢ UX ypoBHeM B KocTHOM Mo3sre (KM). JlaHHas AMCIpONOpLUs
coBepIIeHHO He XapaktepHa i OJI, Ipy KOTOpOM IOpaskeHye B
KM s#ABseTcA NepBUYHBIM.

Kpome Toro, B passutvy TAM cymecTBeHHas ponb OTBO-
IUTCA BHYTPUYTPOOHOMY HOSBICHMIO COMAaTMUECKON MYTaIUu
rena GATA1, pacrionoxxeHHOro Ha X-XpOMOCOMe 1 KOAMpYIolle-
TO OJHOMMEHHBII (aKTOp TPaHCKPUILMM, HEOOXONMMBII /I
HOPMajIbHOTO 3PUTPO- U Merakapyornoasa. Pesynbrarom myTa-
L1 SAB/IsIeTCs 06pa3oBaHme KOPOTKON M30(pOPMBI 3TOTO Oerka
GATAIs. JanHasg MyTauus ObUla HaliieHa VICK/TIOYUTEIbHO IIpU
CJI-acconympoBaHHbIX cryvaax passutisas OMIJI wmm TAM B
85% 1 B 90% COOTBETCTBEHHO [5], YTO, HECOMHEHHO, YKa3blBa-
€T Ha IaTOreHeTU4ecKyio cBAsb TAM ¢ fanHO MyTanuei u ¢
Tpucomueii 21 xpomocombl. OnucaHHble B TUTEPATypPe PefKue
cnydan pasButus TAM y mareHToB 6e3 GeHOTUNNYeCKIX IpHK-
sHakoB C]I ¢ Mo3an4Hoit TprcoMueit 21 XpOMOCOMBI TOATBEPIK-
JAIOT CBA3b NAHHOI IeHeTMYeCKO) aHOMAIMY C TPAH3UTOPHBIM
neiikosom [4].

B sxcmepuMeHTax ObUIO IIOKAa3aHO, YTO 3MOPMOHATIbHBIE
MeraKkapuonuThl U36uparenbHO 4yBCTBUTENbHbI K GATALs, oT-
Bevas n30bITOUHON Hpomidepanuert B deranbHOl medeHn. Bee
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MyTaluM B MerakapyuouutapHoM poctke npu CJlI-3aboneBaHnax
ABJIAIOTCA Pe3y/IbTaTOM HeflocTaTKa IonHoit hopmbl GATAL mpu
coxpansmwomerica GATALs, koTopast MeHee aKTMBHO BO3JIe/ICTBY-
eT Ha IuddepeHIPOBKY Merakapuo6/1acToB, yBelIuunBas co-
JiepyKaHue He3pe/bIX pOpM K/IeTOK B HEOHATAIbHOM Ilepuope [4].

BoizienA0T HeCKONbKO IUIIOTe3 CIIOHTaHHOM pemuccuy TAM.
ITpu nepexopie OT IEYEHOYHOTO IeMOI033a K KOCTHOMO3TOBOMY
6mactsl mpu TAM TepAI0T HEOOXOAUMOE /IS MX POCTa MUKPOO-
Kkpy»xenue. Kpome toro, cunraercs, uro B KM ecTh He3BeCTHbIE
Ha CerofHsa (aKTOpbl, CAEPXKMBAIOIINE POCT OIACTHBIX KIETOK
(BHemHAA Teopust). C TOYKY >Ke 3peHMA APYTOIL, T.H. BHYTPEH-
Hell Teopuy, MOTEHIMAIbHAsA BO3SMOXHOCTb O1mactoB npu TAM
nuddepeHINPOBATHCS TO 3PEIbIX KIETOK MOXKET CIIOCOOCTBO-
BaTb PEMMICCUIL.

Taxum o6pasom, TMII paccMarpyuBaeTcss Ha CETOAHA Kak
oco6srit BapuanT OJI deTaTbHOrO MPOUCXOXKAEHNS C CAMOOTrpa-
HIYMBAIOIMMCH POCTOM MM KaK Ipeyeiikos (ykaspiBas Ha ero
KJIOHA/IbHYIO TIPUPOMY) C BO3MOKHOCTBIO B GOJIBIIMHCTBE CITy-
JaeB K CIIOHTAHHOI perpeccun [6].

IIpuBORUM COOCTBEHHOE K/IMHIYECKOe HAbIONeH e,

Bonvroii K., poouncs 09.07.2014 2. poxcdenus, cpok eecmauuu
38 Hed. 6 OHetl. AHamHe3 Hu3Hu: pebeHok om 3 bepemeHHOCMU, 3
cpounvix pooos. Ouenka no wikane Anzap npu poxoenuu 8-9 6an-
7106, macca npu poxcoeHuu Huskas — 2680 e.

Mamp 36 nem, 6 1-om mpumecmpe OepemenHocmu 6vina
00c71€006aHA HA MAPKepbl XPOMOCOMHOLL NAMONO2UU  NI00A.
Osicudaemolii uHOUBUOYanvHoLL pUcK mpucomuu 21 xpomocomol
cocmasun 1:23 (npu 6azosom 1:188).

Co 6mopbix CymoK y HOBOPOHOEHHO20 CIATIL OMMEHANbCs
penomunuqeckue npusnaku cunopoma Jayna (CII): «nnockoe
JIUL0», MOH20JIOUOHDLTI pa3pe3 2n1a3, MAneHbKULl HOC, OMKPbIMbLLL
pom, MbluleuHAST SUNOMOHUS, 2UNOpedIeKCls, HUKO pacnosno-
HeHHble YUiHble PAKOBUHDL, NONEPeHAS CKNAOKA TA0OHU.

Knunuueckuii ananus kposu (09.07.2014): eemoenobun 236 2/,
apumpovumot 6,2x10"/n, neiikoyumut 60,2x10°/n, mpomoboyumu:
270x10°/n, nopmoyumot 113 na 100 netixoyumos. Mcmumnnoiii neti-
Koyumo3s — 28,4x10°/n, 6nacmot — 34% (knemxu KpynHozo u cpeo-
Hezo pasmepa c OKPYenviM SOPOM, HeHHOCEMHUAMOL CPyKmypoti
xpomamuna, 1-2 HewemKuMu HyKneonamu; cnabo 6a3oPunvHoi
yumonnasmoti; n/s Hetimpogunvt — 7%; /s Hetimpodunv — 36%;
3o3u1-tog§uﬂbz - 1%; ﬂumgﬁouumbt - 20%; moHouumot — 2%.

Penmeenoepagpus néekux (11.07.14): usmenenus omcym-
cmeytom. Y3V opearos 6prouiHoti NOIOCHU: He3HAYUMENbHAS
2enamomezanuss ¢ 00HOPOOHOL dXOCMpPYKmypoti 6e3 04az08bix
usmenenuil. JKenunolti ny3oipo He ysenuueH, nouku 6e3 04azo06vix
obpasosanuii.

IIpedsapumenvHolii OUazHO3: CUHOPOM 7IETIKO3A HA POHE CUH-
opoma [ayna. 3BYP 1 cmenenu, HapyuieHue MOMOPHO20 pas-
sumus. C yenvio npoPunaxmuxy uHeKUUOHHbLX OCTIOMHEHUIL
HA3HaveHa anmubaxmepuanvHas mepanus. Pexomendosan KoH-
Mposb 2eMamono2u4eckux noxasamerneii 6 OUHAMUKe, CUMNINO-
mamuueckoe sederue.

Knunuuecxkuii ananus xposu (15.10.2014): eemoenobun 118
e/n, apumpoyumot 3,61x10%%/n, netixoyumor 4,5x10°/n, mpombo-
yumot 220x10°/n. CO9 - 5 mm/uac, n/s Heimpopunvl — 1%; c/sa
Hetimpogunvt — 40%; 203unodunvt - 2%; 6azogpunvt - 1%; numgo-
yumol — 44%; morouumot — 11%; nnasmamuueckue knemxu — 1%.
Taxum 06pasom, 6 meueHue nepevix 3-x MeCAUEs HU3HU 2eMamo-
Jl02uMecKie noKa3amenu y pebeHka HOpMAnu308aniucey bes cneyu-
AnbHO20 NIeHeHUs.

ITo 10600y 0cHO6HO020 306071€6AHUS, HAPYUIEHUS MOTNOPHO20
paseumus Ha Pone cunopoma [layna pebenox nocmaener Ha Ouc-
narcepHoe HabmodeHue, HeOOHOKPAMHO HAXOOUJICS HA NeHeH Ul 6
cMayuoHape ¢ NOLOHKUMENbHOT OUHAMUKOLL.

Knunuueckuii ananus xposu (14.01.2015): eemoenobun 106
e/n, apumpovumur 3,35x10"%/n, neiikoyumor 4,0x10°/n, mpoméo-
yumot 110x10°/n. Jletikoyumapras gopmyna: n/s vetimpopumnv: -
1%; c/s netimpogunvl — 48%; sosurnodpunvt — 1%; 6asopunvt — 1%;
numpouumot — 44%; moroyumot - 5%.

Knunuuecxuii ananus kposu (18.03.2016): zemoenobun 117 2/7,
apumpovumot 3,54x10%/n, netikoyumur 3,6x10°/n, mpomoboyumu:
no @onuo 92x10°/n. Jletikoyumapuas dopmyna: n/s Hetimpoduot
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- 1%; c/s1 Hetimpodunvt — 42%; 203urodunvt — 2%; AumMpoLumol Kongnuxm unmepecos. Aemopuvl 3aseénsgiom 06 omcym-
47%; monoyumul — 8%. CMBUU KOHPUKMA uHmepecos.
Takum 06pasoM, IpeAcTaB/IeH CIy4ail TPAaH3UTOPHOTO Mue- IIpospaunocmv uccmedosanus. Viccnedosanue He umeno

nonponudepaTuBHOro paccTporicTa Ha poHe cuHipoMa JlayHa,  choHcopckoti noddepxicku. Vccnedosamenu Hecym NOmHyw om-
reMaTONOTMYeCKNe IIPU3HAKM KOTOPOro OOHApYXKEHBI Cpady  GemcrnéeHHOCMmb 3a npedocmassieHue OKOH4AMeNvHOl eepcuul
HOC/Ie POXKAEHNA peOeHKa IO JaHHBIM KIVHIYECKOTO aHAM3a  PYKONUCU 6 neuamp.

kposu. Crrycts 3 MecsAla II0C/Ie POXK/IEHMA I'eMaTONOTMYecKye Hexnapauus o punancosvix u unvix 63aumodeticmeusx. Bee
[OKa3aTenn HopMami3oBamuch. OnHako ¢ MapTa 2016 I. (lTogu  asmopul npuHumany yuacmue 6 paspabomxe KoHuenyuu u ou-
7 Mec.) y pebeHKa HaMeTI/IACh TEHZIEHIIVA K CHYDKEHWIO TPOMOO-  3aiiHa uccne0o8anus u 6 Hanucanuu pyxonucu. OkoHuamenvHas

LIIITOB, 4TO TpeOyeT Jja/IbHENIIero fMHAMUYECKOTO HAOMIOeHUsT  8epcus pykonucu Oviia 0000peHa écemu asmopamu. Aemopul He
1 06C/IefoBaHNs, YUUThIBAS (AKT IOBBILICHHOTO PICKA PA3BUTUSA  HOMYHANIU 20HOPAP 3a UCCTIe008aH Ue.

Jnefiko3a y jereil ¢ cuHApoMoM JlayHa Ha GOHE TPaH3UTOPHOTO Pa6oma nocmynuna 6 pedaxyuro: 12.01.2016 .
MuernonpondepaTuBHOro 3aboneBaHms B TedeHne 3-4 jeT.
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