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Oco6eHHOCTM 3CCEHUMAABHON TPOMGOLUTEMMUH
Y HOBOPOXXAEHHbIX U AeTen PAaHHEro Bo3pacTa

AXBEPAMEBA A. A., MYLLEPOBA A. M., CAPKUCSH E. A., YEPKACOBA C. B., APATYHOBA M. B., LLiymuAoB . B.

PrAQY BO «POCCUNCKMIN HOLMOHOABHbIN MCCASAOBATEABCKMIA MEANLIMHCKIIA YHUBEPCUTET
mmeHn H.A. NMinporosa» MnH3apasa Poccum (MUporoBckmin yHBepcutet), Mockea

Sccenupmansras Tpombountemmns (MKB-10: D47.3, OMIM: #187950) — peakoe knoHansHoe muenonponnbepatmsHoe sabonesa-
HMe, XAPAKTEPU3YIOLLEECS CTOMKMM MOBbILIEHMEM KONMUYeCTBA TpoMboumnToB. KnnHuueckoe TeyeHmne y HOBOPOXAEHHBIX U AETENH paH-
Hero BO3pACTA NPEMMYLLECTBEHHO BECCUMMTOMHOE MM MASIOCUMITOMHOE, C NAPAAOKCANBHO HU3KMM PUCKOM TPOMBOTUHECKUX OC-
TIOXHEHMM HA POHE BLICOKOM HACTOTbI MUKPOCOCYAMCTBIX M TEMOPPArMYECKMX HOPYLLEHMHA, OBYCNOBIEHHbIX NTPUMOBPETEHHBIM CUHAPO-
mom boH Bunnebpanpa (von Willebrand syndrome). Ouarnoctuka sabonesanms cnoxHa B CBA3M C HEOBXOAMMOCTBIO UCKIIOYEHUS
Bonee PACNPOCTPAHEHHBIX B HEOHATAILHOM NEPUOLE PEAKTUBHOTO TPOMBOLMTO3A 1 €r0 HACNEACTBEHHBIX POPM. [lepcnekTBHLIM Ha-
NPABIEHMEM B HACTOALLMIA MOMEHT SBAISIETCS PA3paboTKa NeAUATPUYECKMX AUATHOCTUYECKMX KPUTEPHUEB 1 KOMIIIEKCHBIX FEHETUYECKMX
QHANM3OB [11 BbISBNIEHMS HOBbIX APAMBEPHBIX MyTALMHA. JledeHne HOCUT KOHCEPBATHMBHBIA XAPAKTEP M YACTO NPUBOJMT K Gnaronpust-
HOMy Mcxopy. Hactosiwmit 0630p cMCTEMATU3UPYET COBPEMEHHbIE AAHHbBIE MUPOBOM NIMTEPATYPbl 06 OCOBEHHOCTAX TEYEHUM SCCEHLM-
QnbHOM TPOMBOLIMTEMMM Y HOBOPOXAEHHBIX 1 AETEM PAHHETO BO3PACTA, AKUEHTMPYS BHUMOHUE HA KIIOYEBLIX OTIIMUMSIX OT B3POCNO
dopmbl 3abonesaHms.

Kniouessle cnoea: scceHupanbHas TPOMGOLMTEMMS, KTPOMHOM HeraTuHbi» ctatyc, red JAK2, ren CALR, ren MPL, npuobpeteHHbii
cuHapom doH Bunnebparna, Mrenonponupepatmsroe 3abonesaxne

Features of essential thrombocythemia in newborns and infants
Akhverdieva L. D., Muscherova D. M., Sarkisyan H. A., Cherkasova S. V., Dragunova M. V., Shumilov P. V.
Pirogov Russian National Research Medical University (Pirogov University), Moscow, Russian Federation

Essential thrombocythemia (ICD-10: D47.3, OMIM: #187950) is a rare clonal myeloproliferative disorder characterized by a persistent increase in platelet count.
The clinical course in newborns and young children is predominantly asymptomatic or oligosymptomatic, with a paradoxically low risk of thrombotic complications
against a background of a high frequency of microvascular and haemorrhagic disorders caused by acquired von Willebrand syndrome. The diagnosis of essential
thrombocythemia is complicated by the need to exclude reactive thrombocytosis and its hereditary forms, which are more common in the neonatal period. A prom-
ising direction at the moment is the development of paediatric diagnostic criteria and comprehensive genetic analyses to identify new driver mutations. Treatment is
conservative and often leads to a favourable outcome. This review systematises current data from the world literature on the characteristics of essential thrombo-
cythemia in newborns and young children, focusing on key differences from the adult form of the disease.

Keywords: essential thrombocythemia, Triple-Negative status, JAK2 gene, CALR gene, MPL gene, acquired von Willebrand syndrome, myeloproliferative disease
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DcceHupansHas Tpombountemus (MKB-10: D47.3, B neautpuueckoit npaktuke scceHupansHas TpombouuTone-

OMIM: #187950) — knonansHoe mMuenonponudepateHoe 3a-
6onesaHne, XAPAKTEPH3YIOWEECS HEKOHTPONMPYEMOW NPOu-
bepaumeit MErakapuoumuTos B KOCTHOM MO3re, CTOMKUM TPOM-
6oumntosom (2 450 x 10%/n) v nosbiweHHbIM prckom TpoMBO-
TUMECKMX W remopparuyeckmx ocnoxHewun [1]. [Mpw
NOCTAHOBKE AMArHO3a HEOBXOAMMO YYWTHIBATE BO3PACTHbIE
ocobeHHOCTH: Y feTelt cTapwe 6 neT U B3POC/bIX NOPOroOBbIM
3HOYeHWeM sBRseTcs yposeHb TpombouuTos = 450 x 109/7,
TOFAG KAK y HOBOPOXAEHHbLIX M AeTel PAHHEro BO3pacTa 3ToT
KpUTEpPHit TpebyeT OCTOPOXHOM MHTEPNPETALMM, TOK KOK BepX-
HSI FPAHWLA HOPMbI B HEOHATANBHOM NEPUOAE MOXET AOCTH-

ratb 450—500 x 10%/n[1,2,3].

HUS OTIIMHAETCS YHUKQATbHBIM MOMNEKYNSPHBIM NIAHAWADTOM, YTO
KOPEHHbBIM 06PA30M OTNIMYAET €€ OT B3POCIOro BAPUAHTA M He-
PEeAKO CO3AaeT cepbesHbie auarHocTuueckue TpyaHocty [3]. Oc-
HOBHOM 304a4el Npu BefeHnn pebeHka ¢ TpombouMTO30M CTa-
HOBWTCS AMPdepeHLManbHAs AUATHOCTUKA MeXAY PEAKOM SCCeH-
LMaNbHOM TpoMbouMTEMMEN M KPOMHE PACMIPOCTPAHEHHBIM B
HEOHATANLHOM NEPUOAE M PAHHEM AETCKOM BO3PACTE PEUKTMB-
HbIM TPOMBOLMTO3OM.

Llenb: Ha ocHoBe aHANM3A COBPEMEHHbIX IMTEPATYPHbIX AAH-
HbIX CMCTEMATU3MPOBATL OCOBEHHOCTM KIMHMYECKOM KAPTHUHBI,
AMATHOCTUKM M NIEYEHUS SCCEHLMANBHON TPOMBOLUTEMUM Y fiETeN
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NepBbIX MECALEB XKU3HM, NOAYEPKHYB NPUHLMNUANLHBIE PA3ANYMS
c B3pocnoi popmoit 3abonesaHus.

B xoae pabotbl 6bin NpoBeAeH MOMCK U QHANN3 COBPEMEHHBIX
HAYYHbIX POCCUICKMX M 30PYBEXHbIX MCTOYHMKOB, OMyBAMKOBAH-
Hbix 3a nepuog ¢ 2015 no 2025 roa. Kpome Toro, ncnonssosa-
JIMCb UCTOYHWKM C MCTOPMYECKOM 3HauMMoCTbio. MMouck Bbinon-
HSNCS C MCMONb30BAHMEM MEXAYHAPOAHBIX Bubnnorpadbuyeckmx
6a3 panHbix PubMed, Scopus, Google Shcolar, ResearchGate u
poccuitckoi HayuHoit 6ubnuotekw elibrary.ru, no knouessim cno-
BOM: «3CCEHLMANbHAS TPOMEOLMTEMMS», «TPOMHOM HEraTUBHbIM
cratyc», «reH JAK2», «ren CALR», «ren MPL», «npuobpeteHHbiit
cuHapom doH Bunnebparpa», «muenonponmdepatmeHoe 3abo-
nesaxue». B ocHoBy paboThl nernu faHHble PETPOCMEKTUBHBIX KO-
FOPTHBIX WCCNEAOBAHMI, BKIIOYMBLUMX HAYYHYIO HPOPMALMIO O
HOBOPOXAEHHbBIX M AETAX PAHHEro BO3PACTA C YCTAHOBAEHHbIM
AMATHO30M 3CCEHLMANBHOM TPOMBOLMTEMMM UM APYTHMX MUENON-
ponndepaT1BHbIX Heonnasuit. AuarHocTka B 0TOBPAHHBIX MC-
CNIeAOBAHMAX MPOBOAMNACH B COOTBETCTBUM C AKTYQMbHBIMM KPK-
Tepuamn BcemmpHoi opranmsaumm sppasooxpanenns (BO3)
2016r.[4,5].

Mctopuyeckas cnpaska. B 1920 rogy dpaHuysckuit spay
P. Om6ep (R. Humbert) coemectHo ¢ M. Masnosckum (M. Pavlovsky)
BNEPBbIE ONUCANM COCTOSIHUE, XAPAKTEPUIYIOLLEECS NEPBUYHBIM,
He peakTWBHbIM TpombounTosom [6]. B 1934 rogy E. Snwreitn
(E. Epstein) u C. Teaun (S. Gédin) npeanoxunu TepmuH «remop-
parnueckas Tpombountemmns» (haemorrhagic thrombocythemia),
OMMCAB CyYai NALMEHTA C KPAMHE BBICOKMM YMCIOM TPOMBOLM-
TOB W BbIPAXEHHBIMKU KPOBOTEYeHUIMM. DTa paboTa crana nep-
BOV MOMBITKOM OTAEAUTL SCCEHLMANbHbIA TPOMBOLMTOS OT APYTHX
COCTOSIHUI C MOBbILIEHHBIM YKCIOM TpoMbouuTos [6,7].

Hactosawmit npopbis B NOHUMAHKMM NATOrEHE3A SCCEHLMANb-
HOM TpombouuTeMUM cBA3aH C nmeHeM Yunbsma Jameweka
(William Dameshek). B 1951 roay oH cpopmynuposan koHuen-
LMo «<MMENONpPonudpepaTmBHbIX 3a60NEBAHMI», W3NOXEHHYIO B
cratbe «Some Speculations on the Myeloproliferative Syndromes»
(«<HekoTopble pasmbiwneHns o MuenonponudepaTMBHbIX CUHA-
pomax») [6,7,8]. Jo pabot [ameleka TakmMe cOCTOAHMSA, KAK 3C-
CEHUManNbHAs TPOMBOLIMTEMMS, UCTUHHAS NONULIMTEMMS U NEPBUY-
HBIM MUMenodprbpo3, PACCMATPUBANMUCHL KOK OTAESbHbIE M HECBS-
3aHHble natonoruu. [Jamellek NpepnoXun peBoIOLMOHHYIO -
notesy: BCce 3TM BONE3HM ABASIOTCA NPOSBAEHUSIMU EAMHOTO NATO-
JIOTMYECKOTO MPOLECCA — HEKOHTPONMPYEMON NponunpepaLmm
KNeTok KOCTHOro Mo3ra. B cBsiau ¢ yem o obbemHmn ux nog, ob-
MM TEPMMHOM «Muenonponudepatmsrblie cuHapomel» (Myelo-
proliferative Syndromes) [8]. Cornacro ero koHuenumu, sabone-
BOHMS MMeIOT obLLee MTPOUCXOXAEHME U3 EAMHOM MONUNOTEHTHOM
CTBONOBOM KIETKM, CNOCOBHbI TPAHCHOPMUPOBATLES APYT B APY-
ra (HanpuMep, UCTUHHAS NONMLMTEMMS MOXET NPOTrPECcCHpPOBATL
B Mnenodpubpos) M ConPOBOXAAIOTCA CXORHBIMU KIMHMYECKUMM
OCNOXHEHUSMM, TAKMMKM KaK TPoMbBo3bl W kposoTeyenus [6,8].
Kpome Ttoro, [lameluek opHMM M3 NepBbIX YKA3QA, Y4TO reMoppa-
TMYECKMI CHHAPOM MPU SCCEHUMANbHOM TpombouuTemun obyc-
NIOBAEH KAYecTBeHHOW ancdyHKumen TpomMboLMTOR, BBEAS B Na-
TOreHe3 NoHsTHE TPOMBOLMTAPHOM HenonHoueHHocTy [6, 8].

B 1993 rogy 6bino ony6rnmMKoBAHO OAHO M3 MEPBbIX AETANbHbIX
OMUCAHMI  SCCEHLMAnNbHOM  Tpombouutemmnn y pebénka  [9].
B Habniogennm Frezzato et al. coobwaetcs o cnyuae 8-mecsuHoro
ManbuMKa ¢ ycroiumnesim Tpombountosom (850—1100 x 109/n),
BMEPBbLIE BbISBIEHHBIM B BO3pACTE 3 MeCALLEB XM3HU. MHTepecHo,
4TO y OTLA TAKXE OTMEeYancs GecCMMNTOMHBIA TPOMBOLMTO3 o
600—700 x 10%/n [9,10].

B 2001 ropy BcemupHasi opraHusaums 3ppaBooxpaHeHms
OPULMANLHO  BKIOYMAA  3CCEHLMANBbHYIO TPOMBOLMTEMUIO B

KNACCUMPUKALMIO OMYyXONen KPOBETBOPHOM M NMMQOMAHON TKaA-
Heit Kak MuenonponudepaTMeHoe 3060N1EBAHME, OKOHYATENBHO
3akpenus eé oHkonorndyeckui ctatyc [6,7]. MonekynspHbiit npo-
peie npousowén B 2005 rogy, korna Heckonbko MccnenoBaTens-
CKMX FPYMM MOYTH OBHOBPEMEHHO BbisiBunn mytaumio V6 17F B re-
ve JAK2 y nopaensiowiero 60NbLWMHCTBA NALMEHTOB C UCTUHHOM
NONULMTEMMEN M MPUMEPHO Y NONOBUHBI BONBHBIX C ICCEHLMAMb-
HOM Tpomboumntemmnen u muenodpubposom [6,7].

Stnonorus. MonekynspHo-reHeTMueckuit Npodub 3cCeHLM-
QrbHOM TPOMBOLMTEMUHM Y AETEN CYLLECTBEHHO OTNMYAETCS OT Ta-
KOBOTO y B3pOC/bIX NauueHToB. [1ns AeTei paHHero Bo3pacta xa-
POKTEPEH «TPOMHOM HEFaTHUBHBIM» CTATYC — PA3BUTUE NATONOMMUM
6e3 TMIMYHBIX ApaiBepHbIX MyTauui (myTaumi B reHax JAK2,
CALR wnu MPL). Mpu s3Tom 3060n€BAHME NPOTEKAET C TUMMUYHOI
KNMHWYECKO/ (MepcucTupyiowmin TpPOMBOLMTO3) M KOCTHOMO3IO-
BOM (rMNepnnasus MerakaprMoLMTAPHOTO POCTKA) KAPTUHOM, YTO
B COBOKYMHOCTM C WCKIIOYEHMEM [LPYTUX MPUYMH BTOPUYHOTO
TpombouuTo3a noasonseT BuicTasuTs anarHos [3]. Y sBapocnsix, B
cBolo ouepepsb, npeobnagaer comatuyeckas mytauus V6 17F 8
reve JAK2 8 50—60% cnyuaes [11,12].

Tn HACNEROBAHMS 3ABMUCUT OT FEHETUHECKOro BAPWAHTA.
Cnopaamnyeckue cnyyam, coctaensiowme GonbWMHCTBO U obyc-
NoBAEHb COMATUYECKMMM MyTauusimu. CemelHble pOpMbl Xapak-
TEPU3YIOTC  AYTOCOMHO-GOMMHAHTHBIM TMMIOM HACNEJOBAHMS.
FepMMHANbHbBIE MyTALMKM BCTPEYAIOTEs KparHe peako (< 5% Beex
CNyYaeB) M ONWUCAHBI B OTAEMbHLIX CEMEHbIX HABMIOAEHMUAX.
B HeoHaTanbHOM nepuofe 0cobeHHO XapPaKTEPHbI Cy4Yau, CBS-
3aHHble ¢ MyTauuamu rena SH2B3, koTopele HapyLwatoT peryns-
LMIO CUFHANBHOTO NyTH uuTokmHos [13].

dnuaeMunonorus. ScceHUManbHas TPOMBOUMTEMMS SBASET-
cs Hanbonee pacNPOCTPAHEHHBIM M3 Knaccuyeckux Ph-HeraTue-
HBIX MWenonponndepaTeHbix 3a60neBaHui (rpynnbl KNOHAMb-
HbIX 3060NEBAHUI KOCTHOMO MO3rd, XAPAKTEPM3YIOWMXCS M36bi-
TOuYHOW Nponndepaumeit OAHOTO UM HECKOMNbKMX POCTKOB MMUENO-
MOHOrO KPOBETBOPEHMS MPU OTCYTCTBMM punapenbdUinckoin Xpo-
mocomsl) y Bapocnbix [ 14]. Mpu sTom 3abonesaemocTs y B3pocrbix
cocrasnseT npubansutensHo 1 cayyan Ha 100 000 Hacenewus B
ron [12,15].

B neauatpuueckor nonynsumu KApTMHA NPUHLMAMANBHO
unas. Y petei B Bospacte mnagwe 14 net sabonesaemocts fo-
BOJIbHO HM3Ka U oueHuBaeTcs B 1 cnyyar Ha 10 000 000 getent,
yto 8 100 pas Huxe, yem y Bapocnbix [16].

Bospact maHudectaumm 3abonesanms MMEET 3HAYUTENbHbIE
PA3NMuMs: Y B3POCABIX MUK 3aBONEBAEMOCTU MPUXOAMTCS HA
50—60 nert, Torpa kak y peteit 3abonesaHne MoxeT aeboTUpO-
BaTb B NI06OM Bo3pacTe. PasHuubl B pacnpeaeneHmm 4acToTsl 3a-
6oneBaHWs Cpean NPeacTaBuTeNei PasHbiX NOMOB B IUTEPATYPE
He onmcano [11].

Marorenes. MNatorenes scceHumansHoMi Tpomboumntemmmn 6a-
3MPYETCs HA KOHLUEMLMM KOHCTUTYTUBHOM OKTMBALMM CHUTHQMBHOMO
nytn JAK-STAT (Janus kinase — Signal Transducer and Activator of
Transcription, sHyc-KMHQ3bl — TPACAYKTOPbI CMTHANA M AKTUBATO-
pbl TPQHCKPUALMM), NPUBOASLLEH K OBTOHOMHOM Nponudepaumm
MErakapHoLMTApHOTo pocTka kposeTsopehus [1,7].

[NABHBIM MONEKYNAPHBIM MEXAHU3MOM SIBIISIETCS MOCTOSHHAS,
Heperynmnpyemas aktusauus JAK-STAT nyti, koTopbii B HOpme
QKTUBMPYETCS KPATKOBPEMEHHO MPU CBA3bIBAHMM LIUTOKUHOB, Ta-
knx kak Tpombonostur (TPO — thrombopoietin), co ceommu pe-
uentopamu [1]. CornacHo AAQHHBIM MCCIEROBAHMIA, y B3POCAbIX
nauneHToB Haubonee pPACNPOCTPAHEHHOM SIBASETCS MyTALMS
V617F & rene JAK2 [1,7]. danHas ToyeuHas MyTaUMS B NCEBRO-
KMHa3sHOM fiomene reqa JAK2 npusoaut k notepe MHrubMpytoLle-
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O KOHTPOJIS U KOHCTUTYTUBHOM OKTUBALMM TUPO3MHKMHA3HOM aK-
TMBHOCTM HE3ABMCMMO OT CBA3BIBAHMS C IMraHAOM [7].

Momumo Toueuromn mytaumn V6 17F B rene JAK2, npeHtneu-
LUMPOBAHBI ApYrHe AparBepHble MyTaumu. Myrauuu B rene MPL
(MPL proto-oncogene, peuentop TPOMBOMO3TMHA), TakWe Kak
W515L/K, npveopat K MameHeHuio KoHGOPMALMM peuentopa 1 ero
noctosHHoit aktmeaumun [1,7]. Mytawm & rene CALR (calreticulin,
KQUIbPETHKYIIMH) BLI3LIBAIOT M3MEHEHWE CTPYKTYpbl 6enka 1 ero casi-
3bIBaHKeE ¢ peuentopom MPL, 4To Takxe NPMBOAWT K KOHCTUTY-
TMBHOM akTMBAUMK curHansHoro nyt JAK-STAT [1,7]. Untepec-
Ho, uto, no aaHHbim Tefferi A. u Vannucchi AM., mytaummn CALR
accounmnpoBaHsl ¢ bonee BAArONPUSTHBIM TedeHnem 3abonesa-
HWS M MEHBLUMM PUCKOM TPOMBOTUYECKMX OCTOXHEHM [7].

Y peteit npubnusutensHo 8 40—60% cnyuaes (aaHHbIe orpa-
HUYEHbI PA3MEPAMM BLIBOPOK M METOLAMM TECTUPOBAHMS) 3060-
neBaHMeE PasBUBAETCS 6e3 KINACCUYECKUX APANBEPHBIX MYTALMI,
YTO  KNACCMPUUMPYETCS KOAK «TPOWHOW HErdaTWMBHBIA» CTATYC
[2,4,11]. D101 dakT ykasbiBaeT HA TO, YTO NATOrEHE3 3CCEHLM-
QnbHOM TPOMOOLMTEMMM Y LiETEH MOXET MMETb MHbE, elle He
MAEHTUGULMPOBAHHbIE reHeTUYeckue mexanuamel [4,11].

JlononHUTENBHOM AMATHOCTUHECKOM CIIOXHOCTBIO ABSIETCS
deHomeH Mosanumama. MccnenoBanms NoOKasbIBAIOT, YTO MyTa-
unst V6 17F B rene JAK2 y peteit MOXeET He [ieTEKTUPOBATLCS B Ne-
prdepHYecKoit KPOBK NpH CTAHAAPTHOM O6CNEAOBAHUM, HO NPU
3TOM BbISIBMISITbCS B KONOHMEOBPABYIOLMX KINETKAX KOCTHOTO MO3-
ra. TO CBMAETENbCTBYET O HU3KOM QMNENbHOM HArPYy3Ke M MO3a-
MYHOM PACMPEAENEHNM MyTAHTHOTO KITOHQ, YTO CYLLECTBEHHO 3a-
TpyaHset sepudukaumio auarHosa [2,16,17]. Marorenetnye-
CKME MEXOHM3MbI SCCEHUMANBHOM TPOMBOUMTEMMM Y AeTel Tpe-
BYIOT AQNBHEMLLErO U3YYEHMUS U MPUMEHEHNS COBPEMEHHBIX METO-
[0B MONEKYISIPHO-TEHETMHECKOTO AHANM3A.

MNatoreHes ocnoxHeHuin. TpombBOTUYECKME OCIOXHEHMS
PO3BMBAIOTCS BCIEACTBME COYETAHHBIX KOMMYECTBEHHbIX M KaYe-
CTBEHHBIX HOPYLUEHW TPOMBOUMTOB. [TOCTOAHHAA KOHCTUTY THE-
Has aktueaums curHansHoro nyt JAK-STAT npusogur « runep-
yyBCTBUTENLHOCTM TPpombounTos k akteaumn [7]. Tpu stom
HabNo[AETCA NAPAKOKC: HECMOTPS HO CHUXEHWE PEAKLMM HA
cTaHpapTHbie aronuctsl (ageHosnHandocdar (AODP), appera-
J'IMH), OTMEYJEeTCH NOBbILWEHHAS CKJIOHHOCTb K CMOHTAHHOW ar-
perawmu c neikountamu [2,14]. JononHutensHeimu daktopa-
MM TpomboreHesa sSBASIOTCS SHAOTENWANbHAA AMCPYHKUMS M
BbICBOBOXAEHME NPOKOAryNsHTHBIX MUkpouacTuy [7]. Y peTeit
KayecTBeHHble fedeKkTl TPOMEOLUMTOB OMUCAHBI, HO M3Y4EHbI
HEAOCTATOYHO, AHHbBIE OCHOBAHbI MABHBIM OBPA30M HA B3pOC-
nbix nauuenTax [2].

Femopparuyeckme OCNOXHEHUs, OCOBEHHO AKTYQsbHbIE B Me-
IMATPUYECKOM NPAKTUKE, B OCHOBHOM CBS3QHbI C PA3BUTMEM NpPH-
obpeteHHoro cuiapoma ¢oH Bunnebpanaa [1,2,11]. Uccnepo-
BOHMS MOKA3bIBAIOT, 4YTO MPMU SKCTPEMASLHOM TpombouuTose
(> 1000 x 109/n) npoucxommut nosbiweHHas apcopbums kpyn-
HbIX MynbTMMepoB dbakTopa Bunnebpanaa (vVWF, von Willebrand
Factor) va MemBpaHax TPOMBOLMTOB € NOCHEAYIOLLMM NPOTEOH-
3om dpepmentom ADAMTS13 (A disintegrin and metalloprotein-
ase with thrombospondin type 1 motif, 13 member, Hesunrer-
pHH-NogobHas M MeTannonpoTemMHa3d ¢ TPOMOOCMOHAMHOBLIM
MoTusoM 1-ro Tmna, unen 13 cemerictea) [1,2]. Sto npueoanT k
MCTOLLEHMIO 3QMACOB BbICOKOMONEKYISIPHBIX MyTbTUMEPOB (ak-
Topa Bunnebpanaa, KpUTUYECKM BAXHBIX 41 QAreann TpomboLm-
TOB K CYB3HAOTENMIO, YTO KIIMHUYECKM NPOSIBASETCS MOBbILLEHHOV
KPOBOTOUMBOCTbIO, OCOBEHHO HA OHE MPMEMA ALETUICANMLM-
nosoit kucnotel [11,12].

BnunsHme acceHumanbHow TpomMbouuTEMUM Ha TeueHue
6epemeHHOCTU. TeueHne GepeMeHHOCTU HA BOHE SCCEHLMAb-

HOM TPOMBOLMTEMMM MPEACTABASET COBOM CNOXHYIO KIMHMuYe-
cKyto npobnemy, B OCHOBE KOTOPOM NEXWT HAPYLIEHUE MMKPO-
UMPKYTISILMK B MAALEeHTApHOM noxe. [TaTtoreHes akywepckux oc-
NIOXHEHMN SIBASIETCS MHOTOKOMMOHEHTHBIM MPOLECCOM, MHULM-
MPYEMbBIM HOPYLIEHUEM HOPMATLHOTO PYHKLMOHUPOBAHMS TPOM-
6ountoB Ha ¢oHe GU3MONOTMHECKOI rMnepkoarynsumn bepe-
meHHbix  [12,18]. KnioyeBblM naTOreHETMYECKMM  3BEHOM
BLICTYNAET MIALEHTAPHAS HEAOCTATOYHOCTb, PA3BMBAIOLLASCS
BCNEACTBME XPOHUYECKOM MMKPOTPOMBOTU3ALMM CIIMPATbHBIX
aptepui nnauenTsl [18]. HecMoTtps Ha konuyecTseHHoe ysenu-
YeHwue, TPOMBOLMTLI Npu TpoMEOLMTEMMU OBNCAAIOT KAYECTBEH-
HbIMM AePEeKTAMM, YTO MPUBOAMT K MX CMIOHTAHHOM AKTMBALMM U
NOBLILIEHHOM QAre3MM K MOBPEXAEHHOMY SHAOTENMI. ITO Npw-
BOLMT K OKKJIO3UM CMIMPASbHBIX QPTEPUII MUKPOTPOMBAMM, MLe-
MMM M HEKPO3Y YYACTKOB MAALEHTAPHOM TKOHM, HAPYLIAS NpoO-
uecc nnauentaumn [1,18]. Cnepcteuem 3tx npoueccos asnsetcs
KOCKAA, KINOCCMYECKMX OKYLIEPCKUX OCNOXHEHWM, B 4OCTHOCTH
CMHAPOM 3QAEPXKM POCTA MIOAA BCIEACTBME XPOHWMYECKOM M-
MOKCHM W MPESKIAMICHS, B NATOreHe3e KOTOPOi MyCKOBYIO Posib
urpaet mwemms nnauentsl [1,18,19]. Cnektp HebnaronpustHbix
MCXO[OB BKIIOYOET CAMOMNPOM3BONBHOE NPepbiBaHME BepemeH-
HOCTM B NEPBOM TPUMECTPE, QHTEHATAsbHYIO rMbens noaa, oT-
CNOWKY HOPMAJIBHO POCMONOXEHHOM MIALEHTb, MPE3KIAMMICHIO
1 npexaespemenHsie poget [1,12,19].

CoBpeMeHHbI MOAXOA, K TEPANMM, BKIIOHAIOLMIM HO3HAYEHUE
HU3KMX A03 AUETUICANMUMIOBON KMCIOTbI /sl YIyYLIEeHUs nia-
LIEHTAPHOrO KPOBOTOKA M MUCMOJNb30BAHME MHTEPdEPOHA-OL B Ka-
yecTBe 6€30MACHON UMTOPEAYKTUBHOM TEPANMM Y NALMEHTOK Bbi-
COKOTO PMCKA, MO3BOMSIET CYLLECTBEHHO Y/YYLIMTh MPOrHO3 KAk
Ans matepu, Tak 1 gns nnoaa [1,20].

HosopoxpaeHHblie oT maTepeir ¢ Tpombouuremmein. Pox-
AeHWe [eTel OT MATEpPEN C 3CCeHLManbHOM TpomboLmuTeMme co-
300ET YHUKANBHYIO KITMHUYECKYIO CUTYALMIO, MPU KOTOPO#M COCTOS-
HME HOBOPOXAEHHOTO OMPEAENseTCs CNOXHbIM B3AMMOLEMCTBUEM
HECKONbKMX  MATOTEHETUYECKMX PaKTOpoB.  [puHUMNMABHBIMM
CPenM HUX SIBASIOTCS TPAHCMNALEHTAPHAS Nepeaaya aHTUTpomMbo-
LMTOPHBIX GHTMTEN, OCOBEHHO HA pOHE TEPANnMM AHArPENUEOM,
CNOCcOBHOs BbI3BATL Yy PEBEHKA MMMYHHYIO TPOMBOLMTONEHMUIO.
KnnHuueckn cocrosHme MaHudpecTMpyeT B nepeble OHW XU3HK ne-
TEXMANBHOM CbIMbIO, 3KXMMO3OMM W MOBLILEHHOW KPOBOTOYMBO-
CTblO, O B TAXEbIX CITYHYAsIX — XM3HEYrPOXAIOLUMMM BHYTPEHHUMM
kposomanusHuamu [21]. Ewe oprmm kniouesbim bakTopom senseT-
CSl XPOHMYECKAS MALEHTAPHAS HEAOCTATOYHOCTb BCIIEACTBME MMK-
POTPOMBOTU3ALMM B COCYAAX MIALEHTbI, MPUBOAALLAS K CHMHAPOMY
30[lePXKM POCTA MIOAQ, XPOHUYECKON BHYTPUYTPOBHOM rMmnok-
cuK u aHTeHaTtansHol Mbemv [1]. HacneacteenHas nepepava
MyTaumm, Hanpumep, B reHax MPL unn JAK2, npepcrasnser co-
60K elle OaMH NMOTEHUMANbHBIA MYTb BAMSHMA, XOTA MaHudecTa-
umst 306011EBAHMS B HEOHATANBHOM NEPUOAE BCTPEHAETCS PEAKO
[10,11,21]. CneposaTensHo, TakMe HOBOPOXAEHHbIE COCTABAS-
IOT FPYNMY BLICOKOTO PUCKA U HYXAAIOTCS B MEXAUCLMMIMHAPHOM
HABMIOAEHUM C MOMEHTA POXOEHUS.

Ocob6eHHOCTU KIIMHUYECKOW KOPTUHBI 3CCEHLMUANbHOMN
TpombouuTeMun B pasHbiX BO3PACTHbIX rpynnax. Knuxuue-
CKOE TeYeHWe SCCEHUMANBHON TPOMBOLMTEMMM Y AeTEN KApAM-
HQNBHO OTAMYAETCa OT B3pocnoi Gpopmel 3abonesanus [2,4]. Ona
neaMaTpUYeckoi NonynaumMu xapaktepHo npeobnaganue bec-
CMMNTOMHBIX (POPM, BbISIBIIEMBIX CIYYQHMHO NMPWU PYTUHHOM 06-
cneposarmn [2,11,12]. OcHoBHble KAMHWYECKME NPOSBNEHMS B
PO3HBIX BO3PACTHBIX NEPMOAAX NpuBeaeHsbl B Tabaumue 1.

[ns neten nepsbix MECALEB XM3HM XApaKTepHbl Nnpeobnaaa-
HWE «TPOMHOrO HEraTMBHOTO» CTATYCA, MUHUMANBHAS CUMNTOMA-
TMKQ M HWU3KMA PUCK TPOMBO3OB MO CPUBHEHMIO CO B3POCTbIMM
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Tabnuua 1. XapakTepucTika 3cceHUmMansHoM TPOMBOLMTEMUM B PA3HBIX BO3PACTHbIX rpynnax [2,4,6,7,11,12,14,21,22]
Table 1. Characteristics of essential thrombocythemia in different age groups [2,4,6,7,11,12,14,21,22]

Mokasatens/
BO3PACTHOM
nepuog,

IMpeobnanato-
LMY TAN MyTALAN

Knuumka Ha
MOMEHT
[MarHosa

TpomboTiyeckme
OCNOXHEHHs!

[emopparmye-
cKie
OCIIOXHEHMs!

Mukpouppkynsit
OpHble
HOPYLLEHMs

BausHue Ha
LiEHTPANbHYIO
HEpBHYIO
cncTemy
Brusauue Ha
KOCTHbIA MO3T

Opra+omeranms

Prck
TpaHcpopMaLym

TakT1ka BeaeHms

[porHos

HosopoxaeHHbie
(0—1 mec)

«TpOMHOM HETaTMBHBIN»
craryc, mytauus V617F
B reqe JAK2

BeccumntomHoe mnu
MQNIOCMMITOMHOE TeYeH e
(nuTepaTypHbie AaHHbIE
OrpaHMYEHbI)

OnycaHbl pepkue cnyyam
TPOMBO3a MOYEUHBIX BEH,
COCY[OB FOSIOBHOTO MO3Ta,
NOPTANLHOM CUCTEMBI
(nuTepaTypHbie AaHHbIE
OrpaHMYEHbI)

OrpaHuyenHbie
NUTEPATYPHbIE ACHHbI
OMMCHLIBAIOT BLICOKMUI PUCK

He xapaktepHbl uin He
MOTYT GbITb BbISIBIIEHD! B
HEOoHATaNbHOM Nepuoae

Puck Tpombosos
(nuTepartypHbie AaHHbIE
OrpaHMYEHbi)

[Mnepnnasus
MEraKap1oLUTapHOro
pocTka

He xapaktepHa, Ho MoxeT
BCTPEYATLCS

HewnssecreH Baumy
OTCYTCTBHS! LONTOCPOYHBIX
HabnopeHM

Habniogetve y
6ECCUMNTOMHBIX
NALMEHTOB.

SKCTpeHHast
LMTOPEAYKTUBHAS TEPanMst
(MHTepdepon-2) npu
PA3BMTUM OCTIOXHEHMH.
Tpombouptadepes

B uenom 6naronpustHbii,
HO €CTb BEPOSITHOCTb
POA3BUTUS OCNOXHEHMM

[pyAHOM 1 PaHHUIM [EeTCKMA
o3pact (1 mec-3 roaal)

Beicokas
PACMPOCTPAHEHHOCTD
«TPOMHOTO HErATUBHOMO»
CTATYCA, BO3MOXHbI
TEPMMHOTbHBIE MYTALIAM

Yacro beccumnTomHoe mnm
MANOCUMNTOMHOE TE4YEHUE

Puck npucytcreyer

Puck nosbiweH, ocobeHHo
npu TpombouyTose

>1500x 10%/n

MoryT npucyrcteosars, HO
HecneunupHyHbl

BoamoxHbl
MUKPOLIMPKYTISTOPHbIE
HOpYLUEHMs

lMneprnasus
Merakap1oLMTapHOro
pocTka

Yacras, BO3MOXHa
yMepeHHasi
renaTocnieHoMeranms

Huskuit. Konnuecrso
AQHHbIX OrPAHUAYEHO

HabniopeHue y
6€CCUMMTOMHBIX
naupertos. Lintopenykums
TOMBKO MO CTPOrMM
MOKA3AHMAM
(kpoBoTeueHns,
PE3UCTEHTHbIE CUMMTOMBI)

B uenom bnaronpusTHbINA.
[MponomkuTEnbHOCT XKM3HM
611113Ka K NOMYNSLMOHHOM

NALMEHTAMM, YTO OBYCNABIMBAET BO3BMOXHOCTb MPUAEPXKMBATHLCS
HABMIOAATENLHOM TAKTUKM NPU BEJEHWM NALMEHTOB LAHHOW BO3-
pPacCTHOM rpynnbil.

OuarHoctuka. [JuarHoctuka scceHumanbHoi Tpombouute-
MMM B NESMATPUYECKOM NMPAKTMKE 3ATPYAHMTENbHA BCNEACTBME
yactoro 6eccumntomHoro Teuenus. Kak npasuno ganHoe 3abo-
NIEBAHME ABMSIETCS CYHAMHON HOXOAKOM NpPU 0BCNEefOBAHMU pe-

6eHka.

56

Jet 1 nogpocTku
(3 rona—18 nert)

«TPOMHOM HEraTUBHbIM»
CTaTYC, MyTALMK B
reHax CALR, JAK2

BeccumntomHoe
TeueHue (> 50%)

Huakuit prck

Puck noebilweH (1o
19%), ocobenrHo npu
TpomboLuToze

>1500 x 109/n

Berpeuatores yacto (po
39%)

Yacrele
MHKPOLMPKYTISTOPHbIE
HapYLUEHMs

lMnepnnasus
MeraKap1oLMTapHOro
pocTtka

Yacras (52%), obbiuHO
yMepeHHas!
renaTocnneHomeranus

Huakui. Puck
TpaHchopMaLMK B
MHenopubpos u
OCTPbIA MUENOUAHbIN
neMko3 ocTaloTcs He
M3yYeHbl BBUAY MANOro
4ncna HaboAEHHH

Habniopenue y
6€CCUMMTOMHBIX
NOLMEHTOB.
Lintopenykums Tonbko
Mo CTPOMM
NOKA3AHUAM
(kpoBoTeueHus,
peauCTeHTHbIE
CHUMNTOMBI)

B uenom
6naronpHsTHBIA.
MponomxmuTensHoCTL
KM3HW BNIM3Ka K
NonyNSUMOHHOM

MOHOJJ.bIe B3pochbie

(19—40 ner)

Myraups V617F 8 rere
JAK2 (~50—60%),
myTaups B rene CALR
(~20—25%); «tporiHoit
HEraTUBHBIN» CTATYC

(~10—20%)

Yacro beccumntomHoe
U1 ManoCMMNTOMHOE
Te4YeHne

Huskuit prck

Huskuit prck

Berpeuatores

MukpoumpkynsTopHele
HOPYLLEHMs

lMnepnnasus
Merakap1oLMTapHOro
pocTka

YmepetHasi
cnneHomeranus

Hu3akui, Ho BbIlLE, Yem
y neTen

ATHarperaHTHas
Tepanus (acnupuH).
Lintopenykums npu
HanM4MK PakTopoB
pucka

BraronpustHbii.
Meanana
BbkMBaEMocTH 35 net

Moxwunsle NAUUEHTbI

(> 60 ner)

lMpeobnaacet MyTauus
V617F & rene JAK2,
BO3MOXHbI MyTOLM B FEHOX

CALR, MPL

Hauie MaHupecTHble GOpPMbI
C PA3BMTUEM OCTIOXHEHHA

Boicokuit puck (12—39%).
Haue aprepuansHble
TPOMBO3bI

Puck nosbiwen

Metee xapaktepi

JomnHmpyior
TpoMBoTHYECKME
OCTIOXHEHMS!

TMnepnnasus
MEraKapMOLUTaPHOTO
pocTka, puck Gprbposa

BeipaerHast
CMNEHOMETAHS, HaCTO KaK
MPU3HAK MPOrpecciu

Hanbonee ericokui. Puck
nporpeccuu B
Muenoprbpos 1 ocTpbii
MWENTIOUIHbIN NENKO3

AxTvBHas UMTOpEenyKTUBHASA
Tepanus B CO4ETAHMM C
QHTMArPEraHTamu

OrtHocutensHo
HEBNAronpHsTHBLIM

B uenom guarHoctuyeckuit npouecc TpebyeT KOMMIEKCHOro
NOAXOAQ, BKMIOYAIOLWErO OLEHKY KIMHUYECKUX ACHHBIX, pe3yb-
TATOB MOPQONOTMYECKOrO UCCNEROBAHMS KOCTHOTO MO3ra M COB-
PEMEHHBIX METOLLOB MONEKYNSIPHO-TEHETUYECKOTO TECTUPOBAHMS.
CornacHo kputepuam BcemnpHoi opranmaaumnmn sppasooxpaxe-
Hus 2016 ropa, AMArHO3 YCTAHABIMBOETCS MPW HANM4YKME Cre-
aylowmx Gonbwmx kputepues: 1) cTolkoe ysennueHue umucna
Tpombountos ( 2 450 x 10%/n); 2) runepnnasus merakapuoum-
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Tabnuua 2. [udbdepeHumansbHas AUArHocTUka TpPOMEOLMTEMMIT Y HOBOPOXAEHHBIX M fieTell paHHero Bospacta [1,2,4,7,8, 11,12, 21,

Table 2. Differential diagnosis of thrombocythemia in newborns and young children [1, 2, 4,7, 8, 11, 12, 21, 23, 24, 25]

23, 24, 25]
Kpurepui /
3abonesanue ScceHumansHas TpomboumnTemus
MyTaums [parisepHble MyTauum B renax JAK2,

CALR, MPL

MKB-10 / OMIM D47.3 / #187950

XapakTep KnoHansbHoe muenonponudeparmnsHoe

3060neBaHMs HoBOOBpa3oBaHMe (Heonnasus).
MoxeT 6biTb 6€CCUMNTOMHOM MK
MOSTOCUMATOMHOM; BO3MOXHI

K e MUKPOCOCYAMCTbIE HAPYLIEHMS

KApPTUHA P ) Py !
remopparuyeckue n pomboTHyeckue
OCMOXHEHUS
Croiikui TpoMboumTO3; rMnepnaasms

JlabopartopHbie P HATOS, P
MerakapMoLMUTAPHOrO POCTKA B KOCTHOM

MapKepbl

Mmoazre

AkTMBHOE HabnoaeHMe Mnu
LMTOpPEenyKTUBHAA Tepanms no
NOKA3AHMAM

TakTmka BeoeHUa

TAPHOTO POCTKA B KOCTHOM MO3re; 3) BbisIBNEHWE XAPAKTEPHbIX
mytaumit B renax JAK2, CALR, MPL; 4) uckniodeHme BTOPUYHBIX
NPUYMH TPOMBOLMTO3A (MHPEKLMI, BOCMANMTENbHBIX NPOLECCOB,
peduumTa Xenesa, coctosHuit nocne cnnexskromuu) [1]. Ona se-
pudmrKaummn anarHosa Tpebyetcs cootseTcTBUe NMB0 BCem 4 6onb-
MM KPUTEPHSIM, TMEO NEPBLIM TPEM B COYETAHMM C MASIBIM KPK-
TEPMEM, KOTOPBIM CITY>XUT HANIMUYME KITOHAILHOTO MAPKEPa Uik OT-
cyTcTBME NABOPATOPHBIX MPU3HAKOB, XOPAKTEPHBIX fJ1S BTOPUHHO-
ro TpoMboLMTO3a. BaxHbiM METOZOM BEPUBHKALMM CITYXHT TUCTO-
NIOrMYecKoe WUCCNEeoBAHME KOCTHOTO MO3ra, MOSTy4demMoro nyTem
TPENAHOBMONCHM, KOTOPOE BLISBIISIET XAPAKTEPHYIO MMMEPMNA3UIO
MEraKapUOLMTAPHOrO POCTKA C YBENMYEHWEM KOMIMYECTBA Kpyr-
HbIX, 3penbix dopm merakapuoumtos [11,12]. B cesasu ¢ kpaitHeit
PELKOCTBIO SCCEHUMANBHOM TPOMBOLMTEMUM Y [iETEN, NeaUATPU-
Yeckume AMarHocTUYeckue Kputepun otcytcTayiot [ 16].

OuddeperHunansHas puarHoctuka. [duddeperumans-
Has AMArHOCTMKA npepctasnseT cobol oaHy M3 Hawbonee
CNOXHBIX 30404 B BEJEHWUM HEBPOXAEHHBIX M AETE PAHHEro
Bo3pacrta ¢ Tpombountosom. Ee ocHoBHbIe acnekTbl npeacTas-
neHsbl B Tabnmue 2.

[MaBHOM 3a4a4ei NPy BLIIBNEHMM CTOMKOTO TpoMbouuTosa y
pebeHka sBnseTcs anddepeHLUansHas AMArHoCTUKA MexXay Kno-
HQIILHOM 3CCEeHLMAnbHON TPOMBOUMTEMMEN M NPEOBNAAAIOLLMM B
NEeAMATPUYECKO MPAKTUKE PEAKTHUBHbLIM (BTOPHYHBIM) TPOMBOLM-
TO30M, ACCOUMMPOBAHHBIM C MHPEKLMIMM, AePULMTOM Xenesa,
BOCMANUTENbHBIMM M APYTMMM cocTosHuamu [1,23]. Kpome Toro,
BAKHO MOMHMTBL M O PEKMX HOCIEACTBEHHBIX GOPMAX CEMENHO
TpoMboumTEMMM, OBYCIOBAEHHBIX FEPMUHAMBHBIMK MYTALMSIMA B
reHax THPO, MPL unn JAK2, koTopbie TpebyioT MonekynspHo-re-
HeTMueckoro nopTeepxaenus [12,23,25].

CoBpemeHHble MeToabl Tepanuu. CoBpeMeHHbIN Noaxon, K
Tepanuu 3CCEHLMANbHOM TPOMBOLMTEMMM Y [iETEN HOCUT KOHCEP-
BATMBHbIN XAPAKTEP, B CBA3M C 3A4ACTYIO BNAronpusiTHLIM Npo-
THO30OM M HM3KMM PMCKOM 3KM3HEYTPOXAIOWMX OCIOXHEHMHA.

AETCKUE MHOQEKIMH. 2026; 25(1) * DETSKIE INFEKTSIIFCHILDREN INFECTIONS. 2026; 25(1)

[paiisepHbie MyTaumm

Onpegensercs OCHOBHbIM
3abonesaHmem

JleyeHune ocHoBHOroO
3060neBaHms

PeakTuBHbI TPOMBOLMTO3 HacnencreeHHble TpomboumTemmu

repMMHOﬂbele MYTAUMM B FrEHAX

OTCYTCTBYIOT THPO, MPL, JAK2
THPO: D75.2 / #600044
D75.83 MPL:D75.2 / #601977

JAK2: D75.2 / #614521

Ortset Ha BHelWHMIA dakTop
(mHdekums, pedpuumt xenesa,
BOCMANeHue, COCTOsIHME nocrne
CMNEH3KTOMMM)

Hacnencreennoe sabonesarue,
He ABASIOLLEeEeCcs KNOHAMbHbIM.

Yacto 6eccMNTOMHOE TEYEHME;
TpomboTHuEeCKHmE 1
FEMOPPArMYECKME OCTIOXHEHMs!
PEAKM 1 OBbIYHO MPOTEKAIOT MSITKO

Tpombouutos 0bbI4HO
TPAH3UTOPHBIN; Mopdonorus
KOCTHOTO MO3ra He U3MeHeHa

lMepcuctnpytowmin pomboumTos

AkTMBHOE HabnoAeHME;
LMTOpPEenyKTUBHAS Tepanus He
NoKA3aHa

Y 6€CCMMMTOMHBIX MOLMEHTOB C YMEPEHHbIM TPOMBOLMTO30M
(< 1000—1500 x 109/n) meTopom BeibOpa sBRsETCA CTPATErUS
akTMBHoro HabnogeHus [1,2,11].

AKTMBHOS LMTOPEAYKTMBHAS TEPanus MHULMUPYETCS TONMBKO
MO CTPOrMM MOKA3AHMSM: HANMYME TPOMBOTUHECKMX MNK TSKENbIX
reMOPPArMYECcKMX COBLITUI B AHAOMHE3E; CTOMKME, PE3MUCTEHTHbIE
K CMMMTOMOTUYECKOW TEPAMUM MMKPOCOCYAMCTbIE CUMMTOMbI;
sKCTpemansHeii Tpombountos (> 1500 x 109/n), accoummpo-
BOHHbIA C reMOPPATUYECKMM CHMHAPOMOM; MPHU3HAKM MPOrPeccu-
pytowiero muenodnbposa [26].

B ommume or B3pocnoi NpakTMkM, roe rMAPOKCHMMOYEBUHA
CRYXUT TEpanueit Nepeoit NMHUK, B NEAUATPUM NPEANoUTEHE OT-
AOETCs NerMnMpoBAHHOMY MHTEP(EPOHY-CL, KOTOPbIA AEMOHCT-
PUPYET HEe TOMbKO LUTOPefyKTUBHYIO 3¢ deKTUBHOCTb, HO M No-
TEHLMANbHbIA Hone3Hb-MoaUPUUMPYIOWMIA 3P PEKT, NOo3BONSIO-
Lero BO3AEMCTBOBATL HA MATONOTMYECKMM KIOH CTBOJIOBbIX Kile-
Tok [21,26,27]. Anarpenup, npuMeHseTcs OrpaHUYEHHO, B OC-
HOBHOM KOK MPENApaAT BTOPO# NIMHMM, B CBA3M C MEHEE NPEACKa-
3yeMoi (PAPMOKOKMHETUKOM, BbICOKOM 4YACTOTOM NOBOYHBIX
sdpdexTos (Taxukapams, uedanrus)  LAHHBIMU O BO3MOXHOM Mo-
BLILIEHMM PUCKa Nporpeccuu B Muenodubpos [6,11,21,28].

Mpodunaktuka m neuenne Tpombosos TpebyeT anddeper-
LMpoBaHHOrO Noaxoad. AHTHarperaHTsl (acnupuH) seasoTcs oc-
HOBOM NPOGUNAKTUKM APTEPUANBHBIX OCIOXHEHWM, A NeYeHus
BEHO3HbIX TPOMEO30B HEOBXOAMMBI MEPOPAsbHBIE AHTMKOArY-
nauTel [4,29].

TapretHas Tepanus. TapreTHas Tepanus 3CCEHLMABHOMN
TPOMBOUMTEMUM, HALENEHHAS HA crneuuduyeckue Monekynsp-
Hble nyTM, B HaOCToOsLllEee BpeMﬂ He BXOOUT B CTGH,D,OPTHbIe neguarT-
puueckue npoTokonbl. MHIMBUTOPLI sHYC-KMHA3, TAKKME KAK pyK-
conuTMHKG, nokasaslume 3PpPeKTUBHOCTb Y B3POCIbIX C MMENO-
dHBPO3OM, NPUMEHSIOTCS Yy AETEN B UCKIIOUYMTENbHBIX CAYHAsX B
PAMKAX UCCNEAOBATENLCKMX MPOrPAMM BBMAY OTCYTCTBMS AOCTA-
TOYHOM AOKA3ATENBHOM A3kl N0 6€30NACHOCTU U 3P PEKTUBHOC-
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™ B 370l Bo3pacTHon rpynne [30]. MepcnekTMaHLIM Hanpasne-
HMEM cuMTaeTCs PaspaboTKa NPenapaToB, HALENEHHbIX Ha cre-
uMdprYecKMe MYTAHTHble Benku, HANPUMEP, MyTAHTHBIM Kanbpe-
TUKYJIMH, OBHAKO 3TU NOAXOAbI OCTAIOTCS HA [OKIMHUYECKOMN CTA-
ann uayuenns [12].

MporHos u ucxogel 3a6onesanus. MNporHos scceHunans-
HOM TPOMBOLMTEMMM y AETEN MEepPBbIX MECALEB XM3HWU XapakTe-
p13yeTcs KaK GAaronpusiTHbIM, CyLECTBEHHO OTAMYAACL OT MPOo-
rHosa y Bapocnbix nauuentos [11,14]. TnasHeiMM oTnnumamu,
obbsicHsoWmMM Bonee LOBPOKAYECTBEHHOE TEYEHME Y [eTeN, AB-
NAOTCS YHUKASBHBIA MONEKYNSIPHBIA NPoduib ¢ NpeobnagaHmem
«TPOMHBIX HETATMBHBIX» CIy4OEB M OTCYTCTBME KOMOPOMAHOM
kapanosackynspHoi natonornn [11,14]. Ons petckoi nonyns-
UMM B LENOM XAPAKTEPHA HWM3KAS YACTOTA TPOMBOTUYECKMX OC-
NOXHEHWUM, KOTOpPbIE SBASIOTCS OCHOBHOM NMPUYMHOM CMEPTHOCTU
Y B3pOCHbIX, M HWU3KWI PUCK TPAHCHOPMALMK B Muenopnbpos
MK OCTpbIi neiko3 (obbiuHo He Bonee 2—3% B nepebie rofbi)
[11,14]. Temopparnieckne OCNOXHEHMS, XOTS M BCTPEHAIOTCS
HECKONbKO 4alle, YeM Yy B3pOCHbIX, OBbIMHO NPOTEKAIOT Nerye
CBAA3AHBI C 3KCTPEMANbHbIM TPOMBOLUTO3OM M NMPUOBPETEHHBIM
cuHppomom o Bunnebpanaa.

HecMmoTtps Ha obwpme obHaaexmBaowme AAHHbIE, BCE NALM-
€HTbI C 3CCEHLMANbHON TPOMBOLMTEMUE!N TPEBYIOT NOXU3HEHHO-
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ro gMHaAMn4yeckoro HG6J‘|IOJJ.eHl49| ANg MOHUTOPUHIA OTAANEHHbIX
nocneacTsmm 3a6onesaHus.

3aknioueHue

DcceHuManbHas TPOMBOLMTEMMS B NEAUATPUYECKOM
NPAKTMKE NpeacTasnseT coboi KpaiHe pepkoe 3abonesaxue ¢
NPENMYLLECTBEHHO BECCMMNTOMHBIM TeveHueM. Ero  aktyans-
HOCTb OBYCNOBNEHA AMATHOCTUHECKMMM CIOXHOCTSIMM, CBS3CH-
HbIMM C HM3KOM YACTOTOM APAMBEPHbLIX MYTAUMM, YTO O3HAYAET,
YTO B NMEAMATPMM HEeMb3si CNENO NEPEHOCHUTb NOAXOAb, paspabo-
TOHHbIE )15 B3POCAbIX. TaKXe y AeTel yalle NPUXOAMTCS NpoBO-
outb Gonee petanbHoe OBCMEAOBAHME: MCKIIOYATh BTOPWYHBIM
(peakTueHbIM) TpomboumMTO3, BEINOAHSTE MOpdONOrMYecKoe Mc-
CNnefoBaHME KOCTHOrO MO3rd, d HE NosIaraThCsl TONIbKO HA MoJie-
KyNsipHO-reHeTU4YeCcKoe UCCIEAOBAHME.

MporHos 3aboneBaHus B HEOHATANBHOM NEPUOLE U PAHHEM
AETCKOM BO3PACTE B LENOM B1aronpuaTHLIN, YTO onpeaenser He-
06X0AMMOCTb B AKTUBHOM HabmoaeHnu 6e3 Tepanmu nnm xe KoH-
CEPBATUBHBINA MOAXOA K NleueHunio. [lepcnekTuBbl AAnNbHENLMX UC-
CNEAOBAHMIA 3AKMIOYAIOTCS B NPOBEAEHUM KPYMHLIX MEXAYHAPOA-
HbIX WCCNEAOBOHMI C LeNbio BbISBEHUS HOBBIX MOJIEKYSPHbIX
MOpKepoB, pa3spaboTku NeaMaTPUYECKMX UArHOCTUYECKMX KPU-
TepHEB M ONTUMM3ALMM MOAXOAOB K TePANMM, NMO3BONSIOWMX MMU-
HUMM3MPOBATL OTAANEHHbIE MOCNEACTBUS KOK 3a60NeBaHMs, TaK
1 NTPOBOAMMOTO JleYeHMs.
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