JNTETCKOU

TEMATOJIOTMU u OHKOJIOT MU

TpexpocmKoBaa yumoneHua y pe6eHra ¢ BpomxaeHHol
KaBepHO3HoI mpaHcthopmayueil BOPOMHOIl BEHbI

M.E. JIoxmarosa, 1.0. Taitmmxuna
DOIBY «<HMHUI] ITOU um. Jimumpus Poeaueea» Mumnzopasa Poccuu;
Poccus, 117997, Mockea, yr. Camopor Mawena, 1

Konmaxmmuuwte dannvie: Mapuna Eeecenvesna Jloxmamosa lokhmatova@rambler.ru

B cmamve npedcmasaen cayuaii nabarodenus 3a nayuenmom 6 éospacme 1 eoda 9 mecsayes ¢ uz0auposannoi mpomboyumonenuei, ¢ na-
denuem mpomboyumos do 98 moic/mKa, npoepeccuposasiueii 6 meuernue 1 coda do mpexpocmko8oii yumoneruu, sguguieiics credcmau-
eM 8pOJCOeHHOI Ka8epHO3HOU mpancgopmayuu eopomuoil eeHsvl. Qbcyxcdaemes oupgepeHyuarbHas OuazHOCMuKa yumoneHuu y demeii
DAHHE20 803paAcma, KOMopPast A6AAEMCs CAONCHOU KAUHUHecKoll 3adauel. JJuddepenyuanrvhas OUaeHOCMUKa Mojicem conpo8oNcoambCsl
OWUOKaMU npU NOCMAHOBKe OUAZHO3A U, COOMBEMCMEeHHO, 8bl00pe mepanuu. HacmoposcenHocmy KAUHUYUCMO8 8 OMHOUEHUU MOAbKO
2eMaAMON02UHECKOl NAMOAORUL MOYCem npugecmu K 3a0ayucoenuro. Omcymemaue KAUHUYeCKUX NPOSGACHUN U YMePeHHbIe OMKAOHEHUS.
6 eemoepamme (2emoenobur — 98 e/a, spumpoyumet — 4,64 x 10"2/n, mpomboyumor — 98 < 10°/a, aeiikoyumot — 5,0 x 10°/2, abcoaromuoe
yucao Heiimpoguaog — 0,79 x 10°/n) 3ampyousiau duazHocmuuecKuii ROUCK 8 AHHOM cayHae.

Karouegwie caosa: uumonenus, mp0M60uum0neHw1, eUnepCcnaenu3m, 6HeNeYeHoO4YHasa NopmdalbHasas cUNepmenH3usl
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Three-stage cytopenia in a child with congenital cavernous transformation of the portal vein

M.E. Lokhmatova, 1.0. Taishikhina

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

The article represents a case of observation the patient aged 1 year 9 months with an isolated thrombocytopenia with a drop in platelets to
98thousand/uL, that had been progressed during 1 year fo three-stage cytopenia, which was the result of a congenital cavernous transformation
of the portal vein. The differential diagnosis of young children’s cytopenia is a complex clinical task, which can be followed by errors in the
diagnosis and, accordingly, the choice of therapy. The care of clinicians regarding only hematological pathology can lead to the confusion.
The absence of clinical manifestations and moderate deviations in the hemogram (Hb — 98 g/I, RBC— 4.64 x 10"/I, PLT — 98 x 10°/1,
WBC — 5.0 x 10°/1, GR — 0.79 x 10°/1) made the diagnostic search rather difficult in this case.

Key words: cytopenia, thrombocytopenia, hypersplenism, extrahepatic portal hypertension

BBenenue

LuToneHust — 3T0 yMEHbIIIEHE KOJIMYECTBA KIETOY-
HBIX BJIEMEHTOB KPOBHU B J1I0O0OM U3 pocTKoB [1]. KinuHu-
KO-71a00paTOPHBIMU KPUTEPUSIMU LIUTONICHUU SIBJISIIOTCSI:
nokasatenb reMoroornHa (Hb) < 110 r/m1, yuciao Tpom-
oouuros (PLT) < 100 x 10°/1, obliee YUCIIO IEHKOLIUTOB
(WBC) < 3,5 x 10°/1 (aGCOMIOTHOE KOJIUYECTBO HEUTPO-
dunos (AKH) < 1,5 x 10°/n nst meteit crapie 1 roma) [1, 2].
M3zonupoBaHHast ITUTONEHUSI MOXET IIPOrpecCHpOBaTh
JI0 IBYXPOCTKOBOI IIMTOIIEHUM W IMAHIUTONEHUM, HaU-
0oJiee YacTo COYETAlOTCS TPOMOOLMTOINEHMSI M aHEMMS
(77,5 %), pexe — anemusi u setikoneuus (17,3 %), TpoM-
oouuTorneHus u Jerikonenus (5,5 %) [3].

JIist peMoHCTpaluu CIOXHOCTU AuddepeHIaaIbHO
JMMarHOCTUKY LIMTOIIEHUM y IeTeil paHHEero Bo3pacTa MbI
NPUBOAUM CJIEAYIOIIUIA KIMHUYECKUI ClTydaid.
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Onncanne KJIMHMYECKOTO CIIy4ast

Tayuenm wnabarwoaemess ¢ DPIBY «HMUI] JTOH
um. mumpus Poeauesa» Munzdpasa Poccuu (HMHUI]
HATOH um. JImumpus Poeauesa) ¢ éo3pacma 1 200 9 mecs-
ues ¢ nanyumonenueil. MUngexyuonnolii anamues: ocmpole
pecnupamophvie eupychvie unpexuyuu (OPBH) do 6 pas
6 200. Ilpoguraxmuueckue npueuUeKU NPoGeOeHsl 8 COOM-
éemcmeuU ¢ HAyUOHAAbHbIM KaneHoapem. Bnepevie cHu-
acerue PLT do 70 x 10°/a y pebenka 6viaerero 6 8o3pacme
1 e00a 3 mecayeé npu KOHMPOALHOM 00C1€008AHUU.

Takoce obnapymcena muxpoyumapuas awemus (Hb —
98 2/n, spumpovyumot (RBC) — 4,64 x 10°/n, cpednuii ob6sem
apumpoyumos (MCV) — 77 ¢pa, spumpoyumapmwiii UHoexc —
315 e/0n, cpednee codepiicanue 2emoenoOUHA 6 FPUMPOUU-
max — 24,2 ne) (maba. 1). PLT aemomamuueckum memo-
dom — 98 x 10°/n, no @onuo — 324,8 x 10°/a. Taxoii pazbpoc
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Tabmua 1. Pe3yasmamot KAuHU4eCKUx aHaAu308 Kposu nayueHma 6 OUHamuKe

Table 1. Results of clinical blood analysis of patient’s in dynamics

AT, ACT, OB, BO,mx- HB,mx- D,

Hara WEC’ REC’ il/l:; PI;I; Aﬁl;l/,ﬂx ng’ Ea/n  Ea/n  r/a  wmomp/n  Moas/a  ME/xa
Date 10/ 10 g1 10 4cN  EsR  ALL  ASL TP, TB, iy - f Akl
U/L U/L g/ umol/l umol/l 1u/1

B ne6rote 3a60meBaHMs

T the onset of disease 5,0 4,64 98 98 0,79 15 24 53 57 8,1 6,5 365

TTpu o6parennu B HMULL

JAT'OU um. [Imutpus PoraueBa

(TeyeHue aicHOUIUTA)

When contacting the Dmitry

Rogachev National Medical 3,0 3,8 117 98 0,7 21 40 61 53 7,9 6,0

Research Center of Pediatric

Hematology, Oncology and

Immunology (adenoiditis course)

Teuenue OPBU

Course of ARVI 1,5 4,21 115 37 0,5 8 51 87 56 7,1 5,6

Ha ¢one 3m0poBbst

Against the background of health 3,08 4,02 110 129 1,45 12 53 66 54 7,8 5,9

11epBE1t IeHD MOCIIE ONepaLiy 11,4 4,55 120 107 8,65 7 2244 1251 51 35,6 17,7

The first day after surgery

‘lepes Heflello OCKE ONEPAIMKL. 4 47 3 5] 111 83 2,25 21 292 61 58 14,7 8.8

A week after surgery

Yepes rox rmociie onepanun

A year after the surgery 4,45 3,82 124 207 1,9 10 47 56 56 9 6,7 391

Ilpumeuanue. CO3 — ckopocms ocedanus spumpovyumos; AJIT — aranunamunompancgepasa; ACT — acnapmamamunompacgepaza; Ob — o6uuii 6enok;
b0 — o6wuii 6unupyoun; Hb — nenpsamoit ourupybun; HlD — weaounas gpocgpamasa.

Note. WBC — leukocytes; RBC — erythrocytes; Hb — hemoglobin; PLT — platelets; ACN — absolute neutrophil count; ESR — erythrocyte sedimentation
rate; ALT — alanine aminotransferase; AST — aspartate aminotransferase; TP — total protein; TB — total bilirubin; IB — indirect bilirubin; ALP — alkaline

phosphatase; ARVI — acute respiratory viral infection.

nokasamesneii c6a3aH Aubo ¢ azpeeayuell, AU6O ¢ yeeauHeHu-
em pasmepos mpomooyumos, 8 pe3yibmame 4eao 2emamono-
euyeckuil anaauzamop npunumaem ux 3a RBC. Ha momenm
UCCAe008AHUSL 3HAYEHUS OAHHOMY A6ACHUI0 He NPUOaIU.

Boisignenvt He3navumenviovie HapyuweHUus 06MeHa Jcenesa:
coigopomouroe dcenezo — 10,0 mmonv/n, mpancgeppurn —
302 me/0n, geppumun — 28 mMKe/n, HeHACbIWEHHAS dicene-
30C653b18AI0WASL CHOCOOHOCMb Cblgopomku — 66 %, Hacol-
wernue mpancpeppuna xcenezom — 13 %. Pebenox noayuan
AedeHle npenapamamiu Jceaesa 6 803pacmuoil 0o3uposke.
Konmpoanavroe uccaedosanue obmena sceneza uepes 3,5 mec
OM HA4aAa mepanuu OMKAOHEHUI He GbISGUNO.

Ilpu ocmompe 6 Kouncysomamuenom omoensenuu HMHUI]
JTOH um. JImumpus Poeauesa cenezenka naibnuposandacs
Ha 2 cm Hudice Kpas pebeproil dyeu. Ilo ocmanvHbim opeanam
u cucmemam — b6e3 namonoeuu. Ha ghone ocmpoit ungpexyuu
(OPBHU, adenoudum c pebpuavroii auxopadkoit) Habaroa-
aace npoepeccus yumonenuu (cm. maoa. 1). ITloemoprutii
ananuz obmena dwcenesa 6Oe3z namonocuu. Cbl@oOpomouHble
UMMYHO2A00YAUHbL, UCCACO0BAHHDBIE 051 UCKAIOMEHUs AYMO-
UMMYHHO20 aum@ponposugepamusnozo cunopoma (ALPS),
6 Hopme. B yensx ougghepenyuanvHoil duaeHocmuku ¢ anaa-
3ueil KpOBemeopeHUs: U OHK02eMAamoA02UHecK ol namonoaueli
npogedero uccaedosarue kocmuoeo mosea (KM): nynkmam
YMEPEHHO KAeMOUHbL, CO0eplCcUm Kanau HeumpanibHo20

HCUpa, d1eMeHmMbl CMPOMbL 8 3HAYUMENbHOM Koaudecmee,
Makpoghaeu, eOUHUUHblE U3 KOMOPBIX C MOPEPON0UHECKUMU
npusHakamu eemogazoyumosa (no 5—8 ghepmenmamuero
UBMEHEHHbIX 2PaHYA0UUMOo8, MpoMOOUUmMos, Hopmooaa-
cmos). Bcmpeuaromes paspyuwiennvie epanysoyumst, 20pa
Me2aKapuoyumos. Ipumponoas no HopmoobAACMUHECKOMY
muny. MeeakapuoyumapHsiii pocmok pasopasicer, oucnAa-
3uposat, meeaxkapuoyumsl 0o 28—45 6 npenapame, 601b-
was yacmo 6e3 mMopgoaocu4ecKux nPU3HAK08 «OMuIHypos8-
KW» mpomMoouyumos, eOuHu4Hble — cO CAab0 BbIPaANCEHHOU
«OMUIHYPOBKOI».

Yavmpazeykoeoe uccaedosanue (Y3HU) opeanos 6prout-
HOll noaocmu: npasas 0oas nevenu — 93 mm, neeas —46 mm,
yeeauuena, ymMepeHHblil nepunopmanvHulii puopos. XKeauroiii
ny3slpb 00bI4HOU POPMbL U PA3MEPO8 C HECKOAbKO YMOAUEH -
HOUl CMeHKOU. YMepeHHblil (Pubpo3 102ca HeeauHo20 ny3bl-
pa. Cmeon 60pomHoIl 8eHbl 8U3YANUSUPYEMCS HA KOPOMKOM
NpOMANCeHUU OM Mecma CAUSHUS 6epXHell OpbvliceeUyHOll
U B0POMHOIL 8€H, CKOPOCMb KPOBOMOKA HA OAHHOM (pae-
menme — 14—17 cm/c, docmosepHo npasas u neeas emeu
80pomHOIl 6eHbl He onpedenstomcs. Ileuenounvie eHbl —
4 mm, Kkpogomok @azublii. Xonredox He uszmernen. CenezeH-
Ka — 120 x 41 mm, yseauuena, 6e3 usMeHeHuUs CMPYKmMypbl.
Cenezenounas eena He pacuiupera. Onpedeastomcsi MHO-
JIcecmeer ble CHAeHOPemponepumoHeanbtble KoA1amepaii
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Puc. 1. Kageprnosnas mpancopmayus 0CHOBHO20 CMB0AA BOPOMHOIL 6EHbl
no dannvim Y3HU

Fig. 1. Cavernous transformation of the main trunk of the portal vein
according to ultrasound

8 8U0e MHOMNCECIMBEHHbIX U3BUMbBIX cOCY008 duamempom 0o
3 mm (puc. 1, 2). ObsemHbix 06pazoearnuii 8 6prOUHOI NOAO-
cmu U 3a0PIOWUHHOM NPOCMPAHCMEe He 00HAPYIHCEHO.

Mynsmucnupanehas — kKomnvlomepHas — momoepagus
OpIOWHOI NoAOCMU: KAPMUHA CNAEHOMe2anull, NopoKa pas-
BUMUS CUCEMbl 6OPOMHOU 6€Hbl, NPUZHAKU NOPMAAbHOU
2UNEePMEeH3UU — MHOJICECMBEHHble BEHO3HblE KOAAamepanu
6 60POMAX CeNe3eHKU U PempPOnepUmoHednbHo.

Takum 0bpazom, OaHHBIX 30 UMMYHOAO2UHECKYIO U 2eMa-
MOoA02UHeCKYI0 NAMOoA02UI0 He noayveHo. Llumonenus Ovina
C8A3AHA C pA3BUMUEM 2UNEePCHAeHU3MA HA oHe Nopmans-
HOIl 2unepmen3ul, NPU4UHOL KOMOPOL A68UAACH 8PONCOCHHAs
Ka8epHO3HAs MPAHCHOPMAalUus BOPOMHOLU GeHbl.

B OaavHueiiuem pebenky nposedeHo onepamugHoe éme-
wamenbcmeo 6 eude HopmMuposanus CHAEHOPEHANbHO20
aHacmomosa no muny «00k 6 60k». Pezyrbmamol 6vinonnen-
HbIX nocAe onepayuu aHaau3o8 Kposu npueeders. 6 maoa. .
Yeeauuenue noxazameneii nevweHouHsix npob 6 paHHeMm HO-
Ce0nepayUuoHHOM nepuode MOJNCHO 00BACHUMb MpPAGMU-
pO6aHueM MKAHU NedeHu npu Npo8edeHUU pegusuu Gemeu
60pOMHOIL 6eHbl. B dunamuke smu nokazameau Hopmanu-
306aauce. B nacmoswee epems cunmemuueckas QyHKyus
neuenu He cmpadaem. PebeHok evinucaHn domoil ¢ noaoxicu-
menbHOU OUHAMUKOU.

Yepe3 200 nocae onepayuu ommeuaemcsi yayvuieHue
nokasamesneii 2emMocpammol Ha (OoHe YMeHbUIeHUSI PA3MePOs
cenezenku (no dannoim Y3U ee pazmepvi cokpamuauce do
114 x 36 mm).

Takum obpazom, é xode pazdoopa 0aHHO20 KAUHUYECKO-
20 CAyHas Mbl CMOAKHYAUCH C MPYOHOCMAMU OUACHOCIUKU
yumoneHuil y demeil panHe20 603paAcma u3-3a MH02000pa3us
BbI3bIBAIOULUX UX NPUHUH.

OO0cyxaeHune

IIpu nByX-/TpeXpOCTKOBOM LIMTOIIEHUU HEOoO0Xomuma
muddepeHIManbHasg AUATHOCTUKA CO MHOTMMHU TIeMa-
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Puc. 2. Kaseprosnas mpancgopmayust 0CHOBHO20 CMB0AA BOPOMHOLL GEHbL
1o 0anHbIM donaepoepaguu

Fig. 2. Cavernous transformation of the main trunk of the portal vein
according to Doppler

TOJIOTUYECKMMM M HETeMaTOJOTUYECKUMU I1aTOJIOTUSI-
mu [11]. [Tpumep anroputMa nelcTBUI MPU BBISIBICHUU
y peOeHKa TAaHLUTOIEHUM TIpeACTaBlieH Ha puc. 3.
B nmepBylo ouepenp cienyeT moaymMaTb O BO3MOXKHOM
aruia3uy KpoBeTBopeHust (tadj. 2). Ilporpeccupyioias
MaHILIMTOIIEHUS B COYETAaHUU C BPOXKICHHBIMU aHOMAJIH-
SIMU Y TUIIUYHOM KapTuHoi KM xapakrepHa 11l aHeMUun
®ankonu. IIpy BpOXIECHHOM IMCKEPATO3¢ OTMEUYAETCS
KJ1accuyeckasi Tpuajaa CUMIITOMOB (4Yallle BCero B Bo3pac-
Te 6—8 JieT): mMUTrMeHTalus KOXH, IUCTPO(PUS HOITEH,
JIEMKOIIaKusI CAU3UCTBIX obojiouek. IIpuobpeTeHHast
arlacTUYecKas aHeMusl TakKe MPUBOAUT K MaHIIUTOIIe-
HuM. B mocTtaHOBKe AmarHosa IOMOraloT MuejaorpaMma
u TpenaHoouoncus [1, 4, 5]. TpomOouuTONEHUS C yMe-
PEHHOM aHEMUEN U JIEMKOIIEHUEW MOTYT COIIPOBOXKIATh
COJIMAHBIE OMyXOJW U JUMGbOMBI. JIMarHo3 Mo3BOJISIET
YCTAaHOBUTbH T'MCTOJIOTMYECKOE HCClIeqoBaHue 00pa3oBa-
HUs U Mopdosorudyeckoe uccinegosanue KM [5]. Iast me-
rajo0JacTHOM aHEMUU XapaKTEepHbI ITOpaXKEHUSI HEPBHOM
CHUCTEMBI, XETyIOYHO-KHUILIEYHOro TpakTa. JmarHocTu-
Ka — MCCleloBaHKe coiepkanus ButaMuna B, u dosn-
€BOI KHCIOThI B CbIBOPOTKE KpoBH [2]. [Ipu oHkorema-
TOJOTMYECKHUX 3a00JIeBaHUSIX JIAOOPATOPHO BBISIBJISIETCS
cHmkeHHoe KommdyectBo RBC, PLT u rpaHynoumuTos.
Konunuectso WBC BapuabenbHo. [1j151 yCTaHOBIEHUS U -
arHosa M YTOYyHeHHUs1 (opMbl MPOoBOAAT NMyHKUMI0O KM,
LIMTOT€HETUYECKUI aHaIu3 U MMMYHOMDEHOTUIIMPOBA-
Hue [1, 4, 5].

IIpu ALPS, B ocHOBe KOTOPOIO JIEXKUT HapylleHUe
npoliecca anonTo3a JUMOOIIMTOB, BBIABISAETCS TUMODO-
LIMTO3 C MOSIBJICHUEM aTUIIUYHBIX JUMGOILIMTOB B COYe-
TaHUU C TeMOoJIUTHYecKoi aHemueit (y 50 % malmeHToB),
HeUTpomeHueir, TPOMOOLIMTONEHUEN, ITOBBIIIEHUEM
UMMYHOTJI00yarHOB. B KM KoMmeHcaTOpHO yBeIU4u-
BaeTCs KOJUYECTBO KJIETOK MUEIOLMTAPHOIO, 3PUTPO-
MIHOro, MeTaKapruoLMTapHoro psaa. KiimHuyecku — yse-
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PeTukynoumnTbl T
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Bnactbi

mev 50 M HB T MCV N 8 nepudepuyeckon
KpOBM
Mposegaexue npobbl Kymbea
CHUXKeHWe coaepKaHus > Her
B1, /donatos * t
OtpuuatenbHan MonoxutenbHaa
MyHKuma KM NyHKuma KM Mopdgdonornieckn XpoHUYeCcKuit remonus MyHKuma KM
Aa + /136 Bupyconoruyeckoe nsmeHeHHble RBC  + remornobuHypus
nccnefosaHue CnneHomeranua
MNpwu3Hakm NI
bonesHu neyerun
BpoKAeHHble NOPOKK Mmnonnasuna KM CKpUHUHT MHI
passuTUA Mapsosupyc B19 (npoTouHan uuTometpus
Fenatut C CD55/CD59)
Jedvumnt AHemuna PaHKoHM MAC ANNacTuyeckuii Kpus, MnepcnaexHnsm MHI AyToMMMyHHble  Jleiiko3
B1/donatos BpoAeHHbIN ArckepaTos Muenodpubpos acCoOLMMPOBaHHbIV bonesnun remonatum  Jlumdoma
OcteoneTtpos AHemus b ¢ napsoBupycom B19, HakonieHus
Cunapom WA renatutom C n ap.
Annactuyeckas aHemus
Pa n Cyto pe n ia RBC, WBC, PLT, reticulocytes
Indices of RBC
Peripheral blood smear
Bilirubin
|
Reticulocytes J Reticulocytes 0 Blasts in
mcv T TBand B T peripheral blood
MCV N
Conduction of the Coombs’ test
Reduction of By, /folates =——> No t t
Negative Positive
BM puncture BM puncture Morphologically Chronic hemolysis + BM puncture
Yes + DEB Virology testing lysed RBC hemoglobinuria
Splenomegaly
Signs of PH
Hepatopathy
Congenital BM hypoplasia Screening PNH (flow
malformation Parvoviruse B19 cytometry CD55/CD59)
Hepatitis C
Byy/folates Fanconi’s anemia MDS Aplastic crisis associated with Hypersplenism PNH Autoimmune Leukemia
deficiency Congenital diskeratosis Myelofibrosis parvoviruse B19, hepatitis C Storage diseases hemopathy Lymphoma
Osteopetrosis DBA and others

SD syndrome Aplastic anemia

Puc. 3. llpumep duaenocmuueckoeo noucka npu gvisigaeHuU y pebeHKa NaHYUmoneHuu

Fig. 3. An example of a diagnostic search for the detection of pancytopenia in a child

Ilpumenanue. /196 — mecm c dusnoxcudymanom; I1I' — nopmanvrasa eunepmensus; MJIC — muenroducnaacmuueckuii cunopom; anemus /b — anemus
[aiimonda— baexgpena; cundpom I — cundpom Illeaxmana—aiimonda, I[THI — napokcuzmanrvHas HOYHAS 2eMORAOOUHYDUSL.

Note. MCV — mean corpuscularvolume; BM puncture — bone marrow puncture; DEB — testwith diepoxybutane; PH — portal hypertension; MDS — myelodysplastic
syndrome; DBA — Diamond— Blackfan anemia; SD syndrome — Shwachman-Diamond syndrome, PNH — paroxysmal nocturnal hemoglobinuria.
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Tabmua 2. Jugpepenyuanrvhas ouazHocmuxa 08yx-/mpexpocmro8six yumoneHui (Ha4ano)

Table 2. Differential diagnosis of two/three-stage cytopenia (beginning)

Jluarsos
Diagnosis

BpoxnenHas
aroractTudecKas
aHeMusi
Congenital
aplastic anemia

IMpuobpeTeHHas
arractTuuecKas
aHeMusi
Acquired aplastic
anemia

Merano6:act-
Hast aHeMHUsI
Megaloblastic
anemia

Ocrtpble
JIEKO3bI
Acute leukemia

112

I'emorpamma
Hemogram

AHeMUst HOpMOLIUTapHasl,
TUIIO-, apeTeHepaTopHasi,
CHITXEHME KOJIMIEeCTBA
PLT, rpaHy;iouutoB
Normocytic anemia, hypo-,
aregenerative, PLT and
granulocyte count decreased

HopMoxpomHast Hopmo-
LMTapHasi, MHOTJa MaKpo-
LIUTapHas aHEMUS
Normochromic normocytic
anemia, sometimes
macrocytic anemia

MakpouurapHast ape-
reHepaTopHasi aHEMUS,
0GBIYHO TUTIEPXPOMHasI,
aHU30- U MOWKIJIOLUTO3,
CHUDXEHME YKCia
" U3MeHeHre POopMBbI
PLT, runepcermMeHTauus
HEUTpOGUIOB
Macrocytic aregenerative
anemia, mostly
hyperchromic, aniso- and
poikilocytosis, decrease in
the number and change
in the form of PLT,
hypersegmentation of
neutrophils

HopMoxpomHast Hopmo-
LIUTapHAsT aHEMUSI, TPOM-
oouuToneHust. Konnyue-
ctBo WBC BapuabesbHO.
Brnacremusa
Normochromic normocytic
anemia, thrombocytopenia.
Variable amount of WBC.
Blastemia

Mpuenorpamma
Myelogram

JlncMerakapuornoss,
UCTPAHYJIOIMTOI033,
QIM33PUTPOII0I3
Dysmegakaryopoiesis,
dysgranulopoiesis, dyserythropoeisis

YrHeTeHre KIIETOK 3PUTPOUITHO-
ro psifia ¢/6e3 yrHeTeHuUsT Ipe/i-
LIECTBEHHUKOB MUEIOMIHOTO
Y METaKaproIIMTAPHOTO POCTKOB
KPOBETBOPEHUSI
Inhibition of the erythroid cells
with or without inhibition of
the precursors of myeloid and
megakaryocytic hematopoietic
lineage

DpUTpoUIHAsT TUTIEPILIA3HsI
C MeraJiobIacCTHBIMU U3MEHEHHU -
samu. [1puzHaku HeapdekTuB-
HOTO 3PUTPOIO033a. 3anepKKa
CO3pEeBaHUSs TPAHYJIOIMTOB,
MOJIMCeTMEHTAIUsT HeUTpohu-
sioB. KosruecTBo Merakaproru-
TOB HOPMaJIbHOE WJTM CHUKEHO,
«oTIHypoBKa» PLT cHuxxeHa
Erythroid hyperplasia with
megaloblastic changes. Signs of
ineffective erythropoiesis. Delay in
ripening granulocytes, neutrophil
polysegmentation. The number
of megakaryocytes is normal or
decreased, PLT release is reduced

BractHbix ki1eTok 6oee 25 %

C «OOpBIBOM» CO3pEBaHUSL
rpanyjaouuToB. BapuabenbHoe
KOJIMYECTBO MUEJIO-, MEraKa-

PUMOILIUTOB, TIPEANIECTBCHHUKOB
spuTpougHoro psina B KM

There are more than 25 % of
the blast cells with a “breakage”

maturation of granulocytes.

Variable amount of myelo-,

megacaryocytes, precursors of
erythroid cells of the BM

TpenanoOuomncus
Trepanobiopsy

CHUXeHHas Kiie-
ToYHOCTH KM
Reduced cellularity
of the BM

He
MHbOPMaTUBHA
Not informative

He
“HbOpMaTUBHA
Not informative

TToBbllIEHHOE
conepxkaHue
GJIACTHBIX KJIETOK
B IIpernaparte, ux
THE3THOE PacIo-
JIOXEHUE
The elevated level
of the blasts cells
in the medication
and its nested
attitude
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Ocobennocmu KauHU4eCKOl Kapmumnbl
Specialties of the clinical picture

MHoKecTBEeHHbIE BPOXK/ICHHbBIE
aHOMAJIMM, TIOPOKH Pa3BUTHSI CKEJIETa,
nedopMary GOTBIINX MATBIEB PYK,
MUKpodTATEMUSI, MUKpOLIedanus,
HM3KWIA POCT, PETUKYJISIPHAST TUTIEP-
TIATMEHTAIVISI, TUCTPO(UST HOTTEH,
JIEWKOTUIAKHUSI CJIM3UCTBIX 000JIOUEK pTa
Multiple congenital anomalies, skeletal
abnormalities, deformities of the thumbs,
microphthalmia, microcephaly, short
stature, reticular hyperpigmentation,
onychodystrophy, leukokeratosis of the
mucous membranes of the mouth

CUMITOMBI, 00YCIIOBJICHHbIE aHEMU -
e, TeKONEHUEN,
TPOMOOLIUTONICHU e
Symptoms caused by anemia,
leukopenia, thrombocytopenia

AHOpEKCHSI, TJIOCCHT, «JITAKUPOBaH-
HBIW» A3bIK, CHUXKEHUE XKEITYIOYHON
CeKpeluu. Y neteil paHHero Bo3pac-
Ta — OTCTaBaHKE B POCTE, TMITOTPO-
s, pazapaXkuTeTbHOCTD, XPOHUYE-
cKasi irapesi, CKIIOHHOCTh
K uHdekuusam. [Topaxkenue nepude-
PUYECKOI HEPBHOW CUCTEMBI: aTak-
cus1, TapecTe3usl, rumopedaexcust
Anorexia, glossitis, bald tongue, reduced
gastric secretion. In young children
- growth retardation, malnutrition,
irritability, inveterate diarrhoeal
disease, prone to infection. The defeat
of the peripheral nervous system: ataxia,
paresthesia, hyporeflexia

VBenuueHue TMMbaTHIeCKUX y37I0B,
renaToCruieHOMETaIst XapakTep-
HBI U151 OCTPOro UMb 006IaCTHOTO

neriko3a (OJIJT); pacuimpeHue TeH!
CPEelOCTEHUS 3a CYET YBETMYECHUS

BUJIOYKOBOM Xene3bl — mis T-OJLT;
TUIepTpodus TKaHeW IeceH 4acTo

BCTPEYAETCs y IETEN C OCTPHIM MUe-

JTI0OJIaCTHBIM JIeliko30M. [Tpu3Haku

He SIBJISTIOTCST CTPOTO CTaOMIbHBIMU
Hyperadenosis, hepatosplenomegaly are
typical for ALL; mediastinal widening
by increasing the thymus gland — for
T-ALL; hypertrophy of gum tissues is
common in children with AML. The
symptoms are not strictly stable
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Jlnarnos I'emorpamma Muenorpamma Tpenanoouoncusi ~ OcobeHHocmu KAUHUHECKOU KapmuHbL
Diagnosis Hemogram Myelogram Trepanobiopsy Specialties of the clinical picture
HeittpoduibHblit JIeHKO- M3MeHeHus OTMeYaroTCs pu
uuto3. [TopbiieHne COD.  mopaxeHun KM. OueHuBaercs
KnuHudeckast KapTuHa pa3HO00Opa3-
IMpu mopaxxenun KM — 3aMelleHre HOPMaJTbHBIX POCT- N
Ha. XapaKTep MpOSIBICHUN 3aBUCUT
aHemusi, TpoMOoLMTone-  KoB. HeoOGxoaumo rucroyiornye-
3/10KauecTBeH- OT BUJIA OIYXOJI U PacIIpOCTPaHeH-
HUs, G1acTo3 CKOE HCCIIeJOBaHUE TIOPAXXEHHO- He
HbIE JIUMDOMBI N HOCTHU IIpoLiecca
. B TiepudepruecKoil KpoBHI ro TMMGbATUIECKOTO y31a nHbOpPMaTUBHA . . . .
Malignant - . . . . The clinical picture is various.
Neutrophilic leukocytosis. Changes are noted in the defeat of Not informative . .
lymphoma . L The nature of the manifestations
Elevation of the ESR. the BM. The substitution of normal
] . o . . depends on the type of growth and the
Over the marrow failure — lineages is estimated. Histological
. . . prevalence rate of the process
anemia, thrombocytopenia, examination of the affected lymph
blastosis in peripheral blood node is necessary
JInmdounTos ¢ mosiBie-
HHMEM aTUITUYHBIX (HOPM.
Penko — numdonmTorne-
KonuiyecTBo MIEI0KapruoIMTOB
HUsI. AHEMUSI THTIeppere-
TOBBILIEHHOE WJIM HOPMaJIbHOE,
HepaTopHasi, OBbIILIEHUE B nepBble roabl XXM3HU He3I0Kaye-
MOBBILIEHO COMepKaHKMe KIETOK
JIAaKTaTAEeTHIPOTeHA3HI, CTBeHHas TMMbaIeHOIaTHsI, YBEIH-
. SPUTPOUTHOTO Psifia, MErakapuo-
HEUTPOTIEHMS, YEeHUE CEJIe3CHKU.
LIUTOB, TJIA3MaTUYECKUX KIETOK He
TPOMOOLUTONEHUS KnuHuka BaprabenbHa
ALPS . 1 303UHO(DWIOB “HbOpPMaTUBHA R .
Lymphocytosis with the . . In the first years of life there is non-
. The number of myelokaryocytes Not informative ;
advent of atypical forms. L malignant lymphadenopathy, an
R is increased or normal, elevated R . [
Rare — lymphocytopenia. . increase in the spleen. The clinic is
N level of the erythroid cells, .
Anemia with high variable
. . megakaryocyte, plasma cells and
reticulocyte count, rise of . .
eosinophiles
lactate dehydrogenase,
neutropenia,
thrombocytopenia
UyBCTBO TSIKECTH B JIEBOM Moapede-
AHeMUsi HOpMO- MJTU Ma-
. Innepmnasust KM ¢ npeobiana- pbe, IpY Najabnaluyu — 00JE3HEH-
KpOLIUTapHasi, JIelKome-
HHMEM He3peJbIX MPeAIIeCTBEeH- HOCTb, TUIOTHOCTD U YBEJIMUEHUE
HMUSI, TPOMOOLIMTONIEHUSI He
TunepcruieHU3M Normocviic anemia or HukoB RBC u PLT e ceJie3eHKN
Hypersplenism 4 ) . BM hyperplasia with predominance . . Feeling of heaviness in the left
macrocytic anemia, Not informative

leukopenia,
thrombocytopenia

of immature precursors of RBC and
PLT

hypochondrium, with palpation —
tenderness, density and enlargement of
the spleen

JIMYEHNE TIeHHBIX TUM@ATUIECKUX y3JI0B U CEIe3eHKU,
TUTIEPCTUIEHU3M, PE3YJIBTaTOM KOTOPOTO U SIBJISIETCS TTaH-
uuroneHus [4, 6, 7].

CUHAPOM TUMEPCIUIeHN3Ma TaKXe MOXET COIpO-
BOXJAaTh 3a00JieBaHUsI HETreMaToJOrMYecKoro npodu-
JIs, TaKWe KaK HeOoIUIaCTUYeCKHe MPOIEeCChl, aMUJIO-
nmo3, Tyoepkynes u np. Yamie Bcero (B 57 % cirydaeB)
TUTIEPCIIJIEHU3M Y IeTeil BO3HUKAET BCJICICTBIE BHEIIE -
yeHouHou I1T, mpuunHoii Kotopoii B 77—85 % ciyuaeB
SIBJISIETCST OOCTPYKIIMS TOPTaIbHOU BEeHBI (€€ TPOMOO03 1
KaBepHO3Has TpaHchopmaius) [8, 9]. [po3HbIM OcTOX-
HEHUEM JUIMTEIbHO CYIIEeCTBYIOIIEH BHENMEYeHOYHOMN
IIT" gaBnsieTcsl BApMKO3HOE pacUIMpeHUe BeH MUIIEeBOIa
(80—90 % cirygaeB), a TakzKe MMPOTPECCUPYIONINiA PUOPo3
neyeHn (13—24 %) c HapylleHHEeM ee CUHTETHYECKOi
byHkimu. BBIABISIOTCS KOarynojormuyeckue Hapylie-

HUS B BUAE YAJIUHEHUS MPOTPOMOMHOBOIO BPEMEHHU,
cHUXeHust pubpuHoreHa u arperaiuu PLT. TTossiiator-
cs1 ypoBHU 1P 1 ramMmMa-TayTaMUJITpaHCTIENTUAA3bI Ha
(oHe pa3BuTHs MOpTaJbHOU OunMonaTuu. KnuHuuecku
BBISIBJISIETCS] YBEJIMUYEHME TJIOTHOCTU U pa3MepoB cefie-
3eHKU. JJabopaTopHO — mporpeccrupyeT NaHIUTONEHUS:
aHeMMsl, yallle HOPMOLIMTapHash WJIM MaKpouuTapHas;
JIEKOTIEHUS; U B TMEPBYIO ouepelb TPOMOOLIMTOMEHUS
(yale cyOKIMHMYECKAsI, HO MOXET ObITh U INIYOOKOM —
10 20 TBIC/MKJI) BCIEACTBUE XPOHUYECKON yMEpEeHHOM
KOaryJjaornaTuy noTpeOyieHus], a TakKe U3-3a CUHApOMa
runepcrniaeHusma [9, 10]. PLT ycusiieHHO cekBecTpuUpy-
IOTCS B CeJIe3eHKEe, UTO B pe3yJibTaTe UX CHOCOOHOCTU
yAaisATh TPOMOOIO3TUH W3 KPOBEHOCHOTO pycjia Io-
TMOJTHUTEbHO CIOCOOCTBYET Pa3BUTUIO TPOMOOLIUTO-
nenuu [11].
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