OpuirvHanbHble nccnefoBaHna. HayuHble matepuanbl
Original Research. Scientific Publications “

https://doi.org/10.34883/P1.2026.12.1.010 —®@@
YK 616.155.291-053.2(476) (SICIES
Yrnoea T.A.DX, KoBkpak A.C.

Pecny6avKaHCKNIA HaYYHO-NPAKTUYECKUIA LLEHTP AETCKOW OHKOMOTM, FeMaToIorMu

1 ummyHosnorumn, MnHck, benapycb

JcceHymanbHasa TpombountTemmsn
y peten Pecnyonukn benapycb

KoH$NUKT nHTepecoB: He 3aAB/eH.

Bknap aBTopoB: YrnoBa T.A. — BbIGop TemaTuKy Ny6nmnkaLmm n pa3paboTka An3aiHa CTaTby, aHanM3 Hay4yHOro Matepuana, aHa-
N3 NOJTyYEHHbIX AaHHbIX, Hay4YHOe pefakTpoBaHue TeKkcTa cTaTby; KoBkpak A.C. — aHanu3 Hay4YHOro Mateprana, aHanus nosny-
YeHHbIX JaHHbIX, 0630p My6ANKaLMIA MO TemMe CTaTby, MOArOTOBKa CMUCKa MTepaTypbl.

MopaHa: 15.01.2026

MNpwuHaTa: 24.02.2026
KoHtakTbl: druglova@mail.ru

Pesiome

JcceHUmanbHasa TpombounTeMma — pegkoe opdaHHoe muenonponudepatnsHoe 3abo-
neBaHve y geTen, natoreHes 1 oNTUMalsbHble MeTOAbl leYeHMA U3yyeHbl HefoCTaTOYHO
B OT/IYME OT B3POC/IbIX MALMEHTOB, Y KOTOPbLIX pa3paboTaHbl YeTKME peKoMeHZauum
K Tepanuun B 3aBUCUMOCTM OT pUCK-CTpaTUduKaummn. B cTaTbe npepcTaBneHbl KIMHUKO-
remMaTofiornyeckas XxapakTepucTrka 1 pesynbraTbl Tepanuy NaLMeHToB B BO3pacTe OT 6 Ao
16 neT ¢ 3cceHUManbHOM TpombouuTeEMIMEN, KOTOPble HAXOAMANCH Ha neyeHun B Pecny-
6/IMKaHCKOM HayYHO-NPaKTNYeCKOM LieHTpe AeTCKOW OHKOJMIOrMK, reMaTonornm n nMmmy-
Honorum B 1997-2025 rr. YCTaHOBEHO, YTO 6oJee YeM Yy NMOSTOBMHbI NMaLMeHTOB 3abone-
BaHMe NpoTeKasno 6eCcCMMNTOMHO, MUKPOLIMPKYIATOPHbIE PacCTPOCTBa BCTPeYanuch y
35,7% peten. Mytauua B reHe JAK2V617F BbisiBneHa y 50% nauuneHToB, B reHe CALR -
y 21,4%, y 28,6% naumeHTOB MyTaL MK He 6binv M AEHTUPULIMPOBaHbI (TPl HEraTUBHbIN
TUN NaumeHToB). HocntenbCTBO MyTaLMiA acCoLMMPOBanoch ¢ 6onee BblparkeHHbIMU Nei-
KounTo3om 1 Hentpodunmuein. CornacHo moauduumposaHHow wkane IPSET-Thrombosis
(2015) 60MbWMHCTBO NAaLNEHTOB OTHOCUANCD K Fpymne NpoMeXyTOYHOro pucka (57,1%).
B KauecTBe NepBOW NUHWM Tepanun y BCex AeTel NPUMEHANUCH NpenapaTbl nHTepdepoHa-
a2b, uto obecneunBano 4OCTOBEPHOE CHUMEHME YPOBHA TPOMOOLMTOB Yepe3 12 mecs-
ueB fo 470x10°/n. PepyKunm MyTMPOBaBLLUX FEHOB B XOAE TEPANUn He YCTaHOBIEHO.
KnioueBble cnoBa: 3cceHUManbHas TpomboumTeMus, TpombounTos, aetu, reH JAK2V617F,
reH CALR, npenapatbl MHTepdepoHa a-2
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Abstract

Essential thrombocythemia is a rare, orphan myeloproliferative disease in children; its
pathogenesis and optimal treatment methods have not been sufficiently studied, unlike
in adult patients, for whom clear treatment recommendations have been developed
depending on risk stratification. The article presents the clinical and hematological
characteristics and treatment outcomes of patients aged 6 to 16 years with essential
thrombocythemia, who were treated at the Republican Scientific and Practical Center
for Pediatric Oncology, Hematology and Immunology from 1997 to 2025. It was found
that more than half of the patients had an asymptomatic disease, while microcirculatory
disorders occurred in 35.7% of children. Mutations in the JAK2V617F gene were detected
in 50% of patients, in the CALR gene - in 21.4%, and in 28.6% of patients, mutations
were not identified (triple negative type patients). Carriage of mutations was associated
with more pronounced leukocytosis and neutrophilia. According to the modified IPSET-
Thrombosis scale (2015), the majority of patients belonged to the intermediate risk
group (57.1%). Interferon-a2b preparations were used as first-line therapy in all children,
which resulted in a significant reduction in platelet counts after 12 months to 470x10°%/L.
No reduction of mutated genes was observed during therapy.

Keywords: essential thrombocythemia, thrombocytosis, children, JAK2V617F gene, CALR
gene, interferon a-2 preparations

B BBEJAEHWUE

3cceHumanbHasa TpomboumTemusa (3T) — 3To pefKoe opdaHHoe 3abosieBaHME, OTHOCA-
Leeca K rpynne XpoHnyeckmnx muenonponudepatrBHbix Heonnasun (MIMH), Bo3HuUKato-
Lee B pe3ynbTate cneundunuecknx reHetnyeckux nsmeHeHnii (JAK2V617F, CALR, MPL) [1].

B 2016 r. BcemupHaa opraHuzauma 3gpaBooxpaHeHus (BO3) Beena kputepun ama-
FHOCTUKU 3CCEHLMANbHOM TPOMOOLUTEMUN Y B3POCIIbIX, BbIAENNB 4 6ONbLINX KpUTepus
n 1 manbinn Kputepnii. OCHOBHBIMU KPUTEPUAMMN ABAAIOTCA: @) MOCTOAHHO MOBbILLEHHbIN
YpOBeHb TpoMbounToB 6onee 450%x10°/n; 6) NponndepaLma MerakapmoLmnToB B KOCTHOM
MO3re C MpM3HaKamMu X JUCNasny, ANCKapuo3a; B) HecooTBeTcTBue Kputepmam BO3
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ANA AVArHOCTUKM XPOHUYECKOTO MUENOSIeNKo3a, UCTUHHON NOANLUTEMMM, NEPBUYHOTO
Muenodnbposa, MMenoanCnIacTUYeCckoro CMHAPOMa UNu APYrux MMenongHbiX HOBOOG-
pa3oBaHuiA; r) Hannume gpansepHbix MyTaumin JAK2, CALR nnm MPL. EQUHCTBEHHbIN Ma-
NbIA KPUTEPUIA — OTCYTCTBME MPU3HAKOB PeakTUBHOro TpoMbourTo3a. [Ina AguarHoCTUKm
3T HeobXOAMMO COOTBETCTBME BCEM OCHOBHbIM KPUTEPUAM UM 3 OCHOBHBIM U BTOPOCTE-
neHHomy Kputeputio [2].

JT BCcTpevaeTca 3HaUUTENIbHO peXe B AETCKOM BO3pacTe, YeM Y B3POC/IbIX, U BapbU-
pyetca ot 0,004 go 0,11 Ha 100 000 y geteir B Bo3pacte 0-16 neT, B TO BpeMA Kak MeTa-
aHanm3 y B3pOoCJibIX NoKa3an o6befiUHEHHYI0 exerofHyto Yactoty 3abonesaemoctu 1,03
Ha 100 000 (95% AW: 0,58-1,80) [3].

KnnHnueckoe TeueHne 1 MoNeKynsapHO-reHeTuYeckuin npodunb y geTen oTinyatoT-
CA NO CpaBHEHMIO CO B3pOCsIon nonynsAumen. B yactTHoCTu, B neguaTpuyeckon Koroprte
3aboneBaHue yalle npoTekaeT 6€CCMMNTOMHO, YacToTa TPOMOOTUYECKMX U remopparu-
YeCKUX OCSIOKHEHUI 3HAUNTENbHO pexe [4-6]. Y B3poC/bIX, MO pa3HbiM AaHHbIM, B 80—
90% cnyuaeB 3T ygaeTca BbiABUTb MyTaumn B reHax JAK2, CALR nan MPL [7-11]. Yawe
BCero BcTpevaeTca myTauma JAK2 — B 50-60% cnyyaes, myTtauum B reHe CALR BcTpeuya-
oTcA pexe — B 15-24% [9, 11]. Okono 20% B3pocC/blX NAaLMEHTOB HE NMEeIOT MyTaunii B
3 KJIOYEBDIX MreHaX, YTO Ha3blBAETCA TPOMHbBIM HEraTUBHbBIM UV TPONHBIM AUKM TUMOM
[1, 7]. BonbWMHCTBO NaLneHTOB AeTCKOro Bo3pacTta (75%) OTHOCATCA K TPOVHOMY He-
ratusHomy Tuny [7].

HecmoTpsa Ha 3HaunTenbHO 6onee HU3KUIN PUCK TPOMOOTUYECKMX COObITUI Yy feTei
¢ 3T, yem B COOTBETCTBYIOLLEN IPyMne B3pOC/bIX, Takne cepbe3Hble TpoMboambonnye-
CKMe OCNOXKHEHWA, KaK TPOM603 MO3roBbIX BeH 1 cMHAPOM bagaa — Knapu, BcTpeyatotca
y petein [7] n moryT notpeboBaTb ocoboro KnnHudeckoro nogxoga. OgHako B TO Bpems,
KaK ana B3pocnblx, cTpagatowmx IT, cywecTBy0T peKoMeHaaumum no tepanuu, agantu-
POBAHHOW K PUCKY, HET COrNacoBaHHbIX PeKOMeHAaLUui, afanTMpoBaHHbIX K neanaTpu-
yeckoli nonynauum [11]. nA oueHKM prcKa TPOMOOTNUYECKNX OCNOXKHEHWUI Y B3POCTIbIX
NCnosnb3yeTca MexAyHapodHasa nporHoctuuyeckaa wkana IPSET-Thrombosis [12]. Ona
cTpatudrKaumm prcka y B3pocsibixX NaLMeHTOB NCNONb3yoTcA 4 KNMHMKO-NabopaTopHbIX
napameTpa: Bo3pacT cTaplue 60 neT (2 6anna), Hanmure cepaeuyHo-CoCyamnCTbix GakTopoB
pucka (1 6ann), Tpom603bl B aHamHe3e (2 6anna), Hanuure myTtauumn JAK2V617F (2 6anna).
B 3aBMCMMOCTM OT CymMMbl 6annoB NaumeHTbl pacnpeaenaoTca B rpynnbl HU3KOro puUcka
(0-1 6ann), npomexxyTouHoro (2 6anna) n Bblcokoro pucka (3 u 6onee 6anna) [12]. Xota
JaHHAA LWKana He BaNngMpoBaHa ANa AeTCKOro BO3pPacTa, B KMHUYECKOW MPaKTUKE MHO-
rve BegyLume cneynanmcTbl NPUMEHAIOT ee 1y NaLueHTOB AeTCKOro Bo3pacTa.

Taknm 06pa3om, C y4eToM HM3KOWM YacToTbl 3ab0eBaHuUsA, OTCYTCTBUA KOHCEHCYyca No
[ANarHoCTUKe, MOHUTOPUHTY 1 Tepanuu 3T y NauneHToB AeTCKOro Bo3pacTa UccnefoBa-
HUA KNUHUYECKMX 1 NTabopaTopHbIX 0COBEHHOCTEN fJaHHOro 3aboneBaHnsA y STON KaTero-
pYX NauMeHTOB B HaLMOHasIbHbIX MacliTabax oyeHb BaXKHbl. [ogo6HbIX NCcCneqoBaHWi B
Pecny6nunke benapycb o HacTosALLEro BpeMeHW He NPOBOAMIIOCh.

B LIE/Ib NCCNEJOBAHUA

PeTpocneKTUBHbIN aHaNW3 KIMHNKO-NabopaTOPHbIX XapaKTePUCTUK, OCSTOKHEHWIA, TU-
NoB ApalriBepHbIX MyTaLUii U pe3ynbTaToB Tepanun y naumneHToB AeTckoro Bo3pacTta ¢ 3T
B Pecnybnuke benapycsb.
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B MATEPWAJIbl U METO/bI

B nccneposaHume 6binu BKNOYEHbI 14 NaLeHTOB B BO3pacTe OT 6 Ao 16 feT, Haxoame-
LUMXCA Ha NleyeHnmn B Pecny6iKaHCKOM HayUYHO-MPAKTUYECKOM LieHTPe AeTCKON OHKOMO-
ruu, rematonorum n ummyHonorun (PHML AOMN) ¢ 1998 no 2025 r. Bcem nauueHTam 66110
nposBefeHo 06CNeaoBaHNE, UCKMOUMBLLEE BTOPWYHBIN FreHe3 TpomMbouMTO3a: OCTpoe
N XpOoHUYeckoe BocnasneHue, aedbununt xenesa, ayToMMMyHHble 3aboneBaHusA, reMonnTu-
yeckasa aHemus, acnneHuna n ap. AnarHos 3T ycTaHaBAMBaNCA B COOTBETCTBMM C KpUTepu-
amn BO3 2016 . [2].

Bcem naumeHTam BbinosnHeH obwumii aHanms Kposu (OAK) ¢ nogcuetom GOpPMEHHbIX
3M1eMEHTOB, GUOXMMUYECKUIA aHanM3 KPOBW, CTaHAApTHaA Koarynorpamma W oLeHKa
arperaumMoHHON CNocobHOCTU TPOMOOLIMTOB, Y/bTPa3ByKOBOE MCC/liefOBaHNe OpraHoB
6ptoLLIHON NONoCTW. KOCTHOMO3roBas NyHKLUMA 1 61MOMNCKA KOCTHOMO MO3ra BbIMOMHANNCH
BCEM MauyeHTaM Ha MOMEHT MOCTaHOBKM AMarHo3a, okpalwmBaHWe Ha PeTUKYSIMHOBble
BOJIOKHAa AN1A onpegeneHnsa cteneHn muenoounobposa no BO3 npoBoannocb MeTonom
cepebpeHua. AHanusunposanca OAK y poauteneit n cnbamnHros, Npu HeEOOXOAUMOCTU —
y 6nmxKanwmnx pogcTBEHHNKOB.

OnpepeneHne myTaumnoHHoro cratyca JAK2V617F npoBogunocb meTogom nonvme-
pa3Hon uyenHon peakumn (MLP), CALR (3k30H 9) — meTogoMm cekBeHMpoBaHusa no CaHre-
py. MyTtauun MPL (3k30H 10) onpegenanncb ¢ ncnonb3oaHvem lNLP 1 cekBeHMpoBaHus.
MaumneHTbl, y KOTOPbIX He BbIABNEHO MyTauui B gparniBepHbIx reHax JAK2, CALR n MPL,
KNaccnpuumnpoBanumcb Kak TPMXKAbl HeraTBHbIE.

KonunuyectBeHHble NepeMeHHble NpeacTaB/ieHbl B BUAE MeAMaHbl U KBapTUSIbHOTO VH-
TepBasa, KaueCTBEHHble — B BUAE abCOSMIOTHbIX 3HAYEHMI N OTHOCUTESIbHbIX 3HAUYEHUN
(%). InA cpaBHEHMA KOMUYECTBEHHbIX 1 KaYeCTBEHHbIX NMoKasaTesien mexay 2 rpynnamm
npumeHanca Kputepun CTblogeHTa Ans He3aBUCUMbIX BbIOOPOK. CTaTUCTMYeCKan 3Hauu-
MOCTb pa3fnnunii NpUHMManack npu yposHe p<0,05. O6paboTKa AaHHbIX BbINOMHANACH C
MCMNoNb30BaHNEM NporpaMMHoro obecneveHma Microsoft Excel.

B PE3YJIbTAThHI

B nccnepgoBaHue 6bin BKIIOUEHbI 14 NaLWMEHTOB C AMArHO30M «3CCeHUManbHasn TPoM-
6ouunTemMunn» B Bo3pacTe oT 6 fo 16 net (MegunaHa — 10,5 roga), n3 HUx 11 geBoyek (78,6%)
1 3 manbyuuka (21,4%).

Y 7 naumeHToB (50%) Bpems oOT BbiABneHUa Tpombountosa B OAK fo HanpaeneHus
naumenTa B PHIML OOIM He npeBbicuio 2 MecsiLeB. 4 NauuneHTa (28,6%) 6bi1v Hanpaene-
Hbl Ha KOHCYNbTaLKMIo K reMaTosniory B nepuog ot 6 o 12 mecaues. Y 3 naymeHTos (21,4%)
Bpems Ao nepsBunyHoro HanpasneHua B PHIL JOIM npesbiwano 1 rog. ¥ 1 nayneHTku,
Habnogatowerica B PHIML geTckon oHKonornm, rematoniorni 1 UMMYHOJIOTM NO MOBO-
Ly Helpodubpomatosa 1-ro TMna v rNOMbI 3pUTENBHOIO HEPBA, 3CCEHLMaNbHasA TPOM-
6ounTemMuA Oblfa AMArHOCTMPOBAHA Ha ¢oHe CTabunmMsaumm OCHOBHOIFO 3abosieBaHUs.
Y Bpyron nauneHTKN OTMeYeH ceMelHbI Clyyali OHKOremMaTonornyeckoro 3abonesaHus
y cectpbl (B-OJJ1, TEL/AML+).

KnunHnko-nabopatopHas xapakTepuncTKa NauneHToB NpeacTaBieHa B Taon. 1.

Y nonoBuHbI NauuneHToB (7 YenoBek) 3aboneBaHne NpoTeKano beccuMnTomHo. MuKpo-
LUMPKYNATOPHbIE HapYLUEHMS, TaKie Kak rofloBHble 601K, MbilweyHble 60nm n cnabocTb,
3aperncTpupoBaHbl y 5 nauneHTos (35,7%). Y 1 noapocTka 3aboneBaHune fe6ioTnpoBano
TPOM6030M CUFMOBUAHOFO CUHYca, 1 feBouka 4O NOCTaHOBKM AuarHo3a Habnopanacb
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B 'Y «MWHCKMIA HayUYHO-NPaKTUYECKUI LIEHTP XMPYPrm, TPAaHCMNAaHTONOMMN Y reMaTono-
rmm» ¢ cuHgpomom bagga — Knapw, ny 1 naumeHTa B aHamHe3e OTMeYeHbl YacTble HOCO-
Bble KpOBOTEUEHNA.

OpraHomeranus 6bina BbifBeHa y 8 nauueHTos (57,1%), BKNoYasa cnneHomeranuio
y 4 nauuneHToB (50%), pa3mepbl cenie3eHKN NanbnaTopHO COCTaBUAN OT +2 A0 +3 cm oT
Kpas pebepHol ayru. lenatocnneHomeranvsa Habnoganach y 3 nayneHToB, pa3mepbl ne-
UeH 1 cene3eHKN y KOTOPbIX BapbupoBanucb oT 1 10 2 1 oT 2 fo 3 cM OT Kpas pebepHon
AYrv COOTBETCTBEHHO.

MHuUmanbHbI ypoBeHb TpombouunTtoB coctaBun 1121,6x10°n (Me; MeXKBapTusb-
HbIn pa3max 898,8-1282,5x10%/n). HMUManbHbIA YpoBeHb 3puTpounToB — 4,87x10'%/n
(Me; mexkBapTU/bHbIN pa3max 4,45-5,02x10'%/n), UTO COOTBETCTBOBASIO HOPMasbHbIM
3HaueHMAM ana AaHHOW BO3pacTHOW rpynnbl. KoHLeHTpauma remornobrHa BapbrpoBana

Ta6bnuua 1
KnuHuko-nabopaTopHas XxapaKTepucTuKa naLieHTOB C AUarHo30oM «3CCeHumnanbHasa Tpoméouutemus»

Table 1

Clinical and laboratory characteristics of patients diagnosed with essential thrombocythemia

Mapametp 3HauyeHne

Yucno naumneHTos (n) 14

M/ (%) 3/11(21,4/78,6%)
Bo3pacT, MeagmaHa (MUH. — Makc.), net 10,5 (6-16)

YpoBeHb TpoMboLMTOB, MenaHa (25-75%)x10%/n 1121,6 (898,8-1282,5)
YpoBeHb 3pUTPOLUTOB, MeamnaHa (25-75%)x10%/n 4,87 (4,45-5,02)

YpoBeHb remornobviHa, menana (25-75%), r/n
YpoBeHb nenkouuToB, MegraHa (25-75%)x10°/n

133 (122,75-144,50)
10,32 (7,48-13,65)

YpoBeHb HelTpodunos, meamaHa (25-75%)x10°/n 6,3 (4,7-10,1)
KnuHnyeckune nposasnennsn

BeccumntomHoe TeueHue, n (%) 8(57,1%)
MuKpoLMpKynATOpHble HapyLleHus, n (%) 5% (35,7%)
Tpom603bl, n (%) 1(7,1%)
KposoTeueHus, n (%) 1*(7,1%)
CnneHomeranus, n (%) 4 (28,6%)
[enatocnneHomeranus, n (%) 3(21,4%)
leHeTMYecKne nccnefoBaHNsA

Tpwabl HeraTUBHbIN TV, N (%) 5(35,7%)
MPL, n (%) 0

CALR, n (%) 2(14,3%)
JAK2V617, n (%) 7 (50%)
Yucno naumeHToB, Y KOTOpbIX 6bIN10 NPpOBeAeHo nccneqoBa-

HVe KOCTHOFO Mo3ra Ha mueno$pu6pos Dl
Mwenodpn6pos 0, n 5
Mwnenodpn6bpos 1, n 3
Mwuenopn6pos 2, n 1

Ipynna pucka no IPSET-score

Huzkui, n (%) 5(35,7%)
MpomexyTouHbIn, n (%) 8(57,1%)
Bbicokuid, n (%) 1(7,1%)

MNpumeyaHue: * 1 naumeHT npeabABAn Xanobbl Ha roNI0BHYO 6071b 1 HOCOBblE KpoBOTeYeHUA.
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01 122,8 00 144,51/n(25-75%, Me=133 r/n), 4TO TaKXe He BbIXOAWS10 3a Npeaenbl dpr3nosno-
rmyecknx konebaHun. HMumanbHbI ypoBeHb NENKOLUTOB Haxoaunca B npeaenax 7,48—
13,65%x10°/n (Me=10,32x10°/n). KonnyectBo HeNTPOPUIOB XapaKTepr3oBanoCb 3Haun-
TefibHOW BaprabenbHOCTbIO ¢ KonebaHuamm ot 4,7x10%/n po 10,1x10°n (Me=6,3x10°/n).

[ncTonornyeckoe nccnegoBaHme KOCTHONO MO3ra NPOBOAUIOCH BCEM NaLMeHTam Npu
NnocTaHoOBKe AMarHo3a. Y Bcex nauneHToB Obifio 06Hapy»KeHOo yBennueHne KonmyecTsa
MerakapvoumnToB, pacrnonarallmxca rpynnamm, C KpymnHbIMKW, rMnepcermeHTUpoBaH-
HbiMK Agpammn. OKpaluvBaHVe Ha PeTUKYNIMHOBbIE BOMOKHA AnA oueHKn Muenodubdbpo-
3a npoBefieHO y 64,3% nauneHToB (9 13 14). He BbiABNeHO Npu3HakoB muenodnbposa
y 5 nayueHToB, Mmrenodpunbpos nepsor cteneHy onpegenanca y 3 nauneHTos (33,3%), mu-
enodpnbpos BTOpol cteneHn -y 1 naumneHTKu.

MNpn MmonekynApHO-reHeTUYeCKoM NccnefoBaHUN y 7 nauneHToB BbiAiBNEHa MyTauumA
JAK2V617F, mytaumm B reHe CALR -y 3 pgetenn (21,4%). MPL-myTauuin B gaHHOW rpynne
naumeHToB He 0bHapy»keHo. Y 4 nauneHToB (28,6%) nccnefyembix MyTaLMin He HaliAeHo,
1 OHY ObINN OTHECEHDI K FpyMne TPWXK bl HEraTUBHOIO TUMA.

Mo wkane IPSET-score 60NbWNHCTBO NaLMEHTOB OblIM OTHECEHDI K Fpyrne NpoMexy-
TOUHOro pucka (57,1%), 35,7% — K HU3KOMY PUCKY, 1 ToNIbKo 1 naumeHT (7,1%) — K rpynne
BbICOKOIO pucKa.

Mpw nepBUYHOI OLIEHKE arperaLMoHHON CNOCOBHOCTU TPOMOOLINTOB CHUPKEHWE arpe-
rauum c AJO BbisBneHo y 5 nauneHToB (35,7%), runeparperaunsa —y 4 (28,6). Mpu sTom
KOppenAUNOHHbIA aHanu3 He rNokKasan 3aBMCUMOCTU MeXAY YPOBHEM TPOMOOLMTOB U
cTeneHbto arperauyun ¢ AJD (r=-0,19).

Mpwn nccnegoBaHUM arperaymy TPOMOOLMTOB C afpPeHaNIMHOM BbIAIBNIEHA CUSIbHaA 06-
paTHasa KoppenAuMoHHaa 3aBUCMMOCTb (r=0,822) ¢ ypoBHeM TPOMOOLIUTOB: Y NaLMeHTOB
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Puc. 1. 3aBUCMMOCTb CTeneHu arperauv TPOM6oOLUTOB C afipeHaNIHOM OT YPOBHA Tpomb6ouunToB
y nayuneHtos ¢ 3T

Fig. 1. Dependence of the degree of platelet aggregation with adrenaline on the platelet level

in patients with ET
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C yMepeHHbIM NoBblweHnem Tpombountos (600-1000x10°/n) arperaumsa ¢ agpeHanuHoM
6blla B HOPME WM HECKONbKO MOBbILEHA, NPU 3TOM Y NaLUEHTOB C BblPa)keHHbIM Mo-
BblleHVeM TpoMboumToB (Bbiwe 1000%x10°/n) oTMeuanocb pe3koe CHMXEeHUe arperaymm
BMJIOTb O MVUHMMANbHbIX 3HaYeHnn (puc. 1).

Hamu npoBefieHO cpaBHeHe KIIMHUKO-NabopaTopHbIX MOKa3aTesnei y nauneHTos ¢ 3T
B 3aBMCMMOCTI OT MyTaLMoHHoro cTtatyca (JAK2, CALR, MPL). B rpynny c myTaumei Bown
9 naumeHTOB, 4YTO cocTaBuno 64,3% oT obLuen BbIGOPKY, B rpynny TPUXbl HEFaTUBHOMO
TMNa Bownu 5 naymenTos (35,7%).

CpaBHeHMe KIMHUKO-NabopaTOPHbIX XapaKTePUCTUK MCCnegyemblX rpynn naumeHToB
C Hannumem 1 oTCyTCTBUEM ApaliBePHbIX MyTaLlMiA MOKa3ano, YTo 60NbLIMHCTBO Napame-
TPOB HE UMENW CTAaTUCTUYECKN 3HAUUMBIX Pasnuunia (Tabn. 2). MeamnaHHbIA BO3pacT nauu-
€HTOB C MyTaumnamm coctasun 10 neT, B rpynne TpUKAbl HEraTMBHOMO TUNa NaLMeHToB —

Ta6bnuuya 2

CpaBHUTeNIbHaA XapaKTepucTnKa KNMHNKO-N1a6opaTopHbIX NOKasaTeneli y NayeHToB C 3cCeHUuanbHom
Tpom6GouuTeMIUeil B 3aBUCUMOCTI OT HANIMYUNA ApaliBepPHbIX MyTaLmni

Table 2

Comparative characteristics of clinical and laboratory parameters in patients with essential
thrombocythemia depending on the presence of driver mutations

Hannumne mytauuin  TpuKkAabl HeraTUBHbIN TUN

MNoka3artennb (n=9) (n=5) p-value
MepgunaHa Bo3pacTa, net 10 11 0,444
MepguaHa ypoBHA 3puTpoumnToB, X10'%/n 5 4,70 0,122
MepviaHa ypoBHs remMornobuHa, r/n 137 121 0,112
MepawnaHa ypoBHaA TpomboLnToB, X10%/n 1071 1204 0,756
MepguaHa ypoBHA nenkouuTos, X10%/n 13,5 6,98 0,014
MepguaHa ypoBHs HelTpodunos, x10%/n 9,0 3,5 0,011
MuKpoLMPKYNATOPHbIE CUMATOMbI, % 33 40 0,6
MpepluecTtsytoLwye TPomM603bl, % 10 0 0,155
beccumntomHoe TeueHue, % 55,6 60 0,438
Ta6bnuuya 3

CpaBHeHIe KINHNKO-NabopaTOpHbIX AaHHbIX Y NaLNEHTOB 1eTCKOro Bo3pacTa C AUarHo3om
3cceHUManbHol TpomM6oLMTEMUN B 3aBMCUMOCTU OT Nona

Table 3

Comparison of clinical and laboratory data in pediatric patients diagnosed with essential
thrombocythemia depending on gender

MokasaTenb Manbuukn (n=3) AeBouku (n=11) | p-value
MepgunaHa Bo3pacTa, net 12,5 10,5 0,25
MegawnaHa ypoBHa sputpoumnTtos, x10'%/n 5 4,76 0,63
MepguaHa ypoBHA remornobuHa, r/n 139 128,5 0,11
MepguaHa ypoBHsa TpombounTos, X10%/n 1285 1019,5 0,83
MeguaHa ypoBHsA nenkouuTos, X10%/n 9,23 10,32 0,13
MepviaHa ypoBHa HenTpodunos, x10%/n 51 55 0,24
MuKpoLMpPKYNATOPHbIE CUMATOMbI, % 33 36,3 0,458
MpeglecTtsytowye Tpom603bl, % 33 0 0,123
beccmmnTomHoe TeueHwue, % 33 63,6 0,17
Hannune myTtaunin, % 66 72,7 0,415
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11 neTt (p=0,388). [ToKka3aTenn s3puUTPOLNTOB, FEMOTTOOMHA OKa3ainUCb CONOCTAaBUMbI MEX-
[y rpynnamu. MegnaHa TpombouuToB Obinia Bbille B rpyrnne TPWKAbl HEraTUBHOMO TUMa
naumeHTos (1204x10°/n npotne 1071x10%/n, p=0,756). B rpynne naymeHTOB C HanNnuMem
MyTaLMM OTMeYeHbl JOCTOBePHO Honee BbicOKMe nokasatenu nenkountos (13,5x10°/n n
6,98%x10°/n cooTBeTCTBEHHO, p=0,014) N abcontoTHOro yncna Hentpodmnos (9,0x10°%/n n
3,5%10°/n cootBeTcTBEeHHO, p=0,011). YCTaHOBIEHO, YTO CUMMTOMbI HapyLIEeHNA MUKPO-
LUMPKYNALMM BCTPEYanuChb Yalle npy Hanuumm myTtaumm y naumeHTtos (40 n 33% coot-
BETCTBEHHO), HO CTAaTUCTUYECKN 3HaUYMMBbIX Pa3nunuuin He 6bino (p=0,337). MpepglecTsy-
ore TpoMb03bl 1 HOCOBble KPOBOTEUEHUA BbIABIEHbI TONIbKO B rpynne c myTauuen
(11,1%, p=0,155). BeccumnTOMHOE TeUeHV e HECKONbKO Yallle OTMeYanoch B rpynne TpuK-
Abl HeraTMBHOro TMNa nauneHTos (60 n 55,6% cooTBeTCcTBEHHO, p=0,438).

MpoBeaeHHbIN CpaBHUTENbHBIM aHann3 KIMHMKO-NabopaTopHbIX NMoKasaTtenen y na-
LMEeHTOB AeTCKOro Bo3pacTa B 3aBUCKMMOCTM OT MoJ1a He BbIABW CTaTUCTUUYECKUN 3HAUNMbIX
pasnuuunii (tabn. 3).

B KauecTtBe nepBon NUHUK Tepanun 12 NayneHTam AeTCKOro Bo3pacta Ha3sHavyanucb
npenapatbl UHTepdepoHa-a. Mpu 3Tom 6 YenoBeK nonyyanu npenapatbl UHTepdepoHa-a
B fo3e 18 mnH E[l B Hepgenio ¢ nocnegyowmm CHUXKeHnem Ao3sbl 4o 9 maH E[l B Hegento,
n 6 geten — B ctaptoBon fose 9 mnH EJ] B Hegento. [IBym naumeHTam Tepanua He NpoBo-
aunnachb.

[HaMrKa nameHeHMA TPOMOOLUTOB Ha GOHe Tepannm MHTepPPepoOHOM NpeacTaBe-
Ha Ha puc. 2. Y NaunMeHTOB OTMEeYanochb BbipaXKeHHOe CHUMXEeHNe YPOBHA TPOMOOLUTOB
yXe B nepBbil Mecal neveHua ¢ 1137,5x10%/n (Me) po 670x10°/n (Me). Yepes 12 mecaues
YypOBeHb TPOM60oLMTOB cHM3MNCA Ao 470x10%/n 1 COXpaHANCA Ha BCEM MPOTAXEHUN Te-
panuun.
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Puc. 2. lnHamnKa n3meHeHNA TPoM6oLMTOB Ha poHe Tepanuu MHTeppepoHom
Fig. 2. Dynamics of platelet changes during interferon therapy
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Y 3 pneBouek (8, 11 n 12 net) Ha poHe NHTepdepPOHOTEPANUN Pa3BUICA TOKCUYECKNIA
renatut yepe3 10 mecAues, 1,4 roga u 3 roga oT Hayasna fneyeHnsa COOTBETCTBEHHO. [lge
13 HUX ObINN NepeBefeHbl HAa NMPUEM TMAPOKCMMOYEBUHDI, 1 Yepe3 1 Mmecsal npuemMa npe-
napata ypoBeHb TpomboLmMToB HopManusosanca. OgHa nayueHTKa, nosyyvatllan Tepa-
nuo NerMnnpoBaHHbIM MHTepdEPOHOM, BO306HOBMNA HTepdepOoHOTepanuio noce pas-
pelleHnsa ToKcnyeckoro renatuTa. [leBATb NauMeHTOB NPOoJoKaloT NprMem npenapaTos
UHTep¢dEePOHa-a C MYHUMAJIbHBIMY MO6OUYHBIMK 3¢ deKTamm (rprnNonoAoOHbIN CUHAPOM
Npu yMeHbLUEHMM KPaTHOCTY BBeAeHUsA). EXerogHo KOHTpoONnpoBanuch ApaiBepHble My-
Tauun. Hny ogHoro pebeHka, nonyyatollero uHTepbepoHoTepanmio, He BblIABIEHO peaykK-
UMM ApanBepHbIX MyTaLumWii (MakcMManbHbI CPOK HabnogeHna 15 net).

B OBCYXIEHUE

B Pecny6nuke benapycb 3T yalle grnarHoctmpyeTca y AeBoyek (78,6%), uto cornacyet-
€A ¢ onybnnMKOBaHHBIMU JAaHHBIMY, YKa3blBalOLWMMK Ha 6onee BbICOKYHO YaCcTOTy AaHHOTO
3aboneBaHVA y NINL, )EHCKOTO Nofa Kak BO B3POCJION, Tak 1 B ieTCKol nonynaummn. Megu-
aHa BO3pacTa naunieHTOB Ha MOMEHT AnarHocTnkm — 10,5 roaa, uto Tak»ke ConoCcTaBNMO C
nuTepaTypHbIMK JaHHbIMU [3, 4, 6,7, 13].

BbeccumnToMHOE TeueHMe oTMmevanocb Honee yem y NonoBuHbl (57,1%) nNaumeHToB
[eTCKoro Bo3pacTa. Y Tpetu geten (35,7%) npucyTcTBOBaN MUKPOLUPKYIATOPHbIE HApY-
weHnA. Bo3aMoOXXHO, UMeHHO 6eCcCMMNTOMHOE TeueHue, Hecneundpuyeckne nNposBreHus,
a TakKe OTCYTCTBME HACTOPOXKEHHOCTU Bpauyei-negmatpos oOycnoBUAM NoO3fHee Ha-
npas/fieHe NauneHTOB Ha KOHCYNbTaUMIo K reMaTosnory.

Hamu BbifiBneHa cunbHasa obpaTHas KoppensaLMoHHas 3aBMCUMOCTb arperauum TpoM-
60ounTOB C agpeHanuHom (r=0,822) B COOTBETCTBUM C YPOBHEM TPOMOOLIMTOB: Y NaLeH-
TOB C yMepPEHHbIM NMoBbieHneM TpombounToB (600-1000%10°/n) arperaums c agpeHanm-
HOM 6bl/1a B HOPME N HECKOMbKO NOBbILWEHA, MPY 3TOM Y MALMEHTOB C BblpaXeHHbIM No-
BblleHVeM TpoMboumToB (Bbiwe 1000%x10°/n) oTMeuanocb pe3koe CHMXEeHUe arperaymm
BMMOTb 40 MAUHNMASbHbBIX 3HAYEHWUNA.

O6pallaeT Ha cebs BHUMaHVE 3HAUUTENIbHO MEHBLUWIA YAENbHbIN BeC NaLVeHTOB AeT-
CKOro Bo3pacta B benapycu ¢ TpuKabl HEraTMBHbLIM TUMOM MO CPABHEHMIO C AAaHHbIMU NN~
TepaTypbl U 6onee BbICOKasA YacToTa BbiABeHNA MmyTaumm Jak2 V617F (tabn. 4).

Hamwu BbIABNEHO, YTO Y MALIMEHTOB AETCKOro Bo3pacTa ¢ T Hannuyme gpaniBepHbIX MyTa-
unin (JAK2V617F n CALR) accoummpyeTcs c 6onee BblpaXkeHHbIMU Npr3Hakamu nponudepa-
TUBHOW aKTUBHOCTU, B YaCTHOCTM C JOCTOBEPHO H6onee BbICOKMMM YPOBHAMM NeNKOLTOB
N HENTPOPWIOB Y NALMEHTOB C ApPaBEPHbIMY MyTaLAMY MO CPABHEHUIO C YPOBHEM STUX
KNETOYHbIX 3/IEMEHTOB Y NaLNEHTOB C TPMXKAbl HEraTUBHbIM TUMOM. YacToTa MUKPOLMPKY-
NATOPHBIX CMMMTOMOB 1 TPOM6030B B 1,2 pa3a 6bl1a Bbille Y NALMEHTOB C BbISIBIEHHBIMU
A pariBepHbIMM MyTaLMAMM, XOTA CTaTUCTUYECKON OCTOBEPHOCTN Mbl HE YCTaHOBUIN.

Mpu 5TOM ypoBeHb TPOMOOLUTOB, ABAAOLWMIACA OCHOBHbBIM ANArHOCTUYECKUM KprTe-
puem 3T, He pa3nnyanca y nauMeHToB C ApaniBepHbIMK MyTaLuaMM 1 6e3, UTo yKasblBaeT
Ha TO, UTO CTeneHb YBeIMYEeHUsi YPOBHA TPOMOOLMTOB He BCerga oTpa)aeT bronormye-
CKYI0 aKTUBHOCTb 3aboneBaHus.

TakM 06pa3om, MoyUYEHHbIE HAMW faHHble MOATBEPXKAAIOT, YUTO MOJIEKYNAPHBIA NPO-
b1Nb MeeT NPOrHOCTUYECKOE 3HaUEHNEe faXe B NefMaTpUYeckon KoropTe. OTo COOTBET-
CTBYeT COBPEMEHHbIM NPeACTaBAeHUAM O reTeporeHHOCTV 3T 1 Heo6XOAUMOCTN NHANBK-
Lyanu3npoBaHHOIO NOAXOMa K OLEHKEe prCKa 1 BbIGOPY Tepanun y NauneHToB AeTCKOro
BO3pacTa.
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Ta6bnuua 4
BblsiBNeHMe reHeTMUYeCKUX MyTaLmil y feTeil € 3cceHuManbHon Tpom6GouuTemmein: CO6CTBEHHbIE faHHble
1 pe3ynbTaThl ony6AMKOBaHHbIX UCCeR0BAHNI

Table 4
Identification of genetic mutations in children with essential thrombocythemia: own data and results
of published studies
Napamer, Co6cTBeHHble | Lanottoetal. |Randietal. EpwoBH.M.m | Ismaeletal.
pamerp paHHble (2019) [8] (2015)[7]  ap.(2021)[13]  (2011)[14]
KonwnyectBo naumeH- 14 396 89 31 9
TOB, N
Bo3spacT, Me (koneba- 10,5 (6-16) 9,3 (0,20-20) 7(0,5-17,5) 9,6 (0,5-21) 11,5(1,5-15)
HWA), neT
MyTauunm 7 (50%) 130 (33,5%) 14 (15%) 3(9,7%) 2(22,2%)
Jak2 V617F, n (%)
MyTauum MPL, n (%) 0 4 (1%) 1(1%) 1(3,2%) 0
MyTauum CARL, n (%) 2 (14,3%) 23 (5,9%) 6 (6,5%) 9 (29%) 0
MauneHTbl C TPMXKAbI He- | 5 (35,7%) 231 (59,5%) 68 (74,2) 18 (58,1%) 7 (77,8%)

raTBHbIM TUMOM, N (%)

Ha cerogHAWHMI feHb OCTaloTCA HepeLweHHbIMU BOMPOCbI O NONCKE APYrnx ,qpa|7|Bep-

HbIX MyTaLWiA, YaCcTOTe MOHUTOPUHIa Pa3BUTMA MUenodrnbpo3a y NaueHToOB AETCKOTo
BO3pacTa v peayKumm gpanBepHbIX MyTaLuii, CTpaTerMin TepanesTnyeckom TakTuKu, Yum-
TbiBaA PEAKOCTb AAHHOrO 3aboneBaHus, ONTUMabHBIM ABMIAETCA MEXAyHapoaHoe Co-
TPYAHUYECTBO, BKNIOYAKOLLEE BCECTOPOHHUIA FEHETUYECKNI aHanu3.
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