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Pesiome

MepBrYHbIA Muenodnbpos — pepgkoe Ph-HeraTvBHOE MuenonponundepaTMBHoe HOBO-
obpa3oBaHue, xapakTepusyiolleecs GrOPO30M KOCTHOrO MO3ra, CrijlIeHOMEranmven, IKC-
TpamegyIApPHbIM reMmono330M. ICTOYHMKOM OMyX0ieBOro pocTa ABAAETCA KOH TPaHC-
$OPMUPOBaAHHBIX MOMIMMOTEHTHBIX FEMOMO3TUYECKMX CTBOMOBBIX KIETOK. TpomboLuTo3
MOeT ObITb 3HAUMMbIM FeMATONIOMMYECKM MPU3HAKOM Ha HayasibHbIX CTagusax 3abone-
BaHMA. 3aecb NpefAcTaB/ieHa 3BOOLMA TPOMOOLMTONEHUN B TPOMOOLIMTO3 Y NaLMeHTa C
NepBUYHBIM MNENOPNOPO30M, BO3HUKLLUM CMYCTA HECKOJbKO JIET NOC/e YCTaHOBIIEHUA
AvarHosa muenogucnnactuyeckoro cuHgpoma (MAC): peppaktepHoli aHemun ¢ n36bIT-
Kom 6nactoB. OnvcaH nNpoLecc ANAarHOCTUKN 1 fieuyeHns. TakKe NpUBeAEH aHanm3 nuTe-
paTypHbIX AAaHHbIX O KIMHUYECKNX NPOABIEHUAX U AUArHOCTUKE NePBUYHOrO Muenodu-
6pos3a.

KnioueBble c10Ba: NepBuYHbIN M1eiodhrndbpos, MMenogncniacTUYeCKnin CUHAPOM, TPOM-
60UunTO3, TPOMOOLUTOMNEHMA
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Abstract

Primary myelofibrosis is a rare Ph-negative myeloproliferative neoplasm characterized
by bone marrow fibrosis, splenomegaly, and extramedullary hematopoiesis. The
source of tumor growth is a clone of transformed polypotent hematopoietic stem
cells. Thrombocytosis may be a valuable hematological sign in the initial stages of the
disease. The article describes the evolution of thrombocytopenia into thrombocytosis in
a patient with primary myelofibrosis that manifested several years after the diagnosis of
myelodysplastic syndrome (MDS): refractory anemia with excess of blasts. The process
of diagnosis and treatment is described. An analysis of the literature data on the clinical
manifestations and diagnosis of primary myelofibrosis is also provided.

Keywords: primary myelofibrosis, myelodysplastic syndrome, thrombocytosis,
thrombocytopenia

B BBEAEHUE

MepBuYHBIN Mnenopubdpos — peakoe Ph-HeraTneHoe mmnenonponmpepaTrBHOE HOBO-
obpa3zoBaHue. ICTOYHNKOM OMyXONeBOrO POCTa ABMAAETCA KINOH TPaHCPOPMMPOBAHHbIX
MOMUMOTEHTHBIX FEMOMNO3TUYECKMX CTBONOBbIX KNeToK. [NponudepaLma aHOManbHbIX Me-
rakapvoLuuToB U FPaHyNoLUTOB B KOCTHOM MO3re 1 BbiICBOOOXAeHNe nmn dnbporeHHbIx
unToKMHOB (a TakXe TGFB, PDGF, VEGF) conpoBoXaatoTca BTOPUYHBIM BOCMANIEHNEM
NPUBOANT K NOSIMKNOHANbHOMY YBeNnnyeHuo Konmndyectsa ¢ubpobnactos (He npuHag-
nexalmx K 310KaueCTBEHHOMY KIOHY), KOTOpble CTUMYNIMPYIOT PETUKYNIMHOBBIA U KOJ-
nareHoBbI $pMOPO3 KOCTHOrO MO3ra, 0CTEOCKSIepo3. Bbixog CD34+-MmenonaHbix npea-
LIeCTBEHHNKOB B Nepudepryeckyio KpoBb NPUBOANUT K GOPMUPOBAHMIO 0YAroB SKCTPa-
MeAYNAAPHOrO KPOBETBOPEHNA, B MEPBYI0 ouepeb B CeNe3eHKe 1 NeyeHu, 1, Kak cnea-
CTBUE, K renaTto- 1 crnneHomeranum [1-3].

366 "Hematology Transfusiology Eastern Europe", 2024, volume 10, N 3



BpauebHas npakTrika

Practice “

[nAa onpegeneHna ctagmm 3a6oneBaHnA 1 KOHTPOA ero NPorpeccrpoBaHnaA BaXkeH
MOHUTOPUHT cTeneHn ¢rnbpo3a KOCTHOro mMo3ra 1 pasmepa ceneseHku [2, 4]. B xope
nporpeccnpoBaHuA NepenYHOro mmenodnbposa NPoOUCXoanT NosTanHas 3BoOLKA
oT npedunbpoTtryeckorn dasbl, xapakrepusylllenca runepuennionapHbiMm ¢ndposom
C OTCYTCTBMEM WM MWHUMANbHBIM PETUKYNNHOBbLIM Grnbpo3om, o Prnbpotrmyeckon
da3bl C BbipaXKeHHbIM PETUKYSIMHOBLIM USN KosinareHoBbiIM Grbpo30oM 1 YacTo OCTeo-
cKknepo3som [2].

CumnTaetca, Uto NepBUYHbIA M1enodrnbpo3 BO3HMKAET B pe3ynbTaTe peanvsaunm npea-
pacnonoxeHHocT K 60ne3Hn nog Bo3aencTBreM BHeLWHUX GakTopoB. Y 60NbLNHCTBA
nauMeHTOB BCTpeyaeTcAa ToueyHasa myTauma B reHe JAK — nepectponkn JAK2V617F pe-
uenTopa apuTponoatuHa nnn CALR, pexe BcTpeuatotca myTaumm reHos MPL, TET2, ASXLI,
CBL, IDH1/IDH2, LNK, EZH2, IKZFI/IKaros. JaHHble MyTaumn He aBnaloTca cneunduyHbIMr
[1A nepBrYHOro Mmenodrbposa 1 MMeT BTOPUYHBIN reHes, MPUBOAAT K akTUBaLUn CUr-
HanbHoro nyTn JAK-STAT (unu peuentopa Tpom6onostrHa MPL) n ysenuueHuto nponunde-
pauun mmenongHoro poctka [1, 3].

Ha nepBoHayanbHOM 3Tane NPomncxoanT GbICTPoe pa3BUTIE ONYyXONEeBO MacChl, NpU
3TOM KOHLIeHTpaLua NpoBOCMNANUTENbHbIX LUTOKUHOB B KPOBW MPY NEPBUYHOM MUENO-
¢unbpo3e NoBbilEHa, YTO COMPOBOXKAAETCA CMMMTOMaMK OMYXONEeBOW MHTOKCUKALUKN 1
Kaxekcumeli. MpednbpoTnyeckan ctagua c He3HaUYNTENIbHbIM NOBbILLIEHNEM YPOBHA PeTU-
KynvHa (cteneHb drnbposa MF-0 unu MF-1) moxeT ObITb He pacno3HaHa TONbKO MO Ku-
HUYECKMM NpU3HaKaM, 3HaUMTENbHOE YMCIIO ClyyaeB NepBUYHOro muenodubdposa cny-
YaliHO BbIAABNAETCA NpY OBHapyXeHWM NoBbieHHOro ypoBHaA JIAI B CbIBOPOTKe KPOBY U
KpaeBoW CnieHoMeranuy Bo Bpema PYTUHHOIO MeAULMHCKOro OCMOTPa, NPpK 0ObIYHbIX
aHanm3ax KpoOBW BbIABMAETCA MOBblIEHNE TemmepaTypbl Tena, Hanuume norpaHuyHomn
aHeMuUK, NenKoumuTosa nnm TpomboumTosa (TpomboumTos go 1000x10%/n 1 6onee moxet
ObITb €IMHCTBEHHbIM 3HAaUMMbIM FEMaTONIOrMYECKNM NMPU3HAKOM Ha HayanbHbIX CTaguAaX
3aboneBaHuA) [1-3].

B nepudepunueckoli KpoBU npakTuyecku Bcerga obHapyXmBatoTcA HOPMOOGNACTbI,
YKCNO NENKOLMTOB MO BEPXHEN rpaHnLe HOPMbl NN YMEPEHHO MOBbILWEHO, B NeNKOLU-
TapHo dopmyne oTMeyaeTca caABUr Ao Monofbix popm HelTpodunos. JlenkoumTos u
TPOMOOLMTO3 MOTYT NPUBOAMNTbL K HAPYLUEHUAM MUKPOLIMPKYIALUN U Pa3BUTMIO TPOMOO-
308 [1].

B panbHenwem pa3sutme prbposa 1 0CcTeocknepo3a NPMBOANUT K COKpPALLEHUIO MnaL-
[JapMa KpOBETBOPEHUA 1 Pa3BUTUIO LIUTOMEHWIA: B NMEPBYIO ouepeb NporpeccupyoLlei
MeTannacTMyeckor aHemMmnn, BO3HMKAIOLLEN 3a CYET BbITECHEHUA SPUTPOUNAHOTO POCTKa
aTUMMYHbIM N36bITOYHO NpoNUdepMpPYOLWM POCTKOM, 00LLIero coKpalleHna nnaugapma
KpOBETBOPEHMA 1 reMosin3a. B ganbHenwem 4acto BO3HMKAIOT nerlkoneHuu, TpomboLuu-
ToneHuwu [1].

MporHo3 B 3HaUMTENbHON CTEMEHMW 3aBUCUT OT CTaZinK, Ha KOTOPOW Obl1 ANArHoCTUPO-
BaH nepsuYHbIA Mnenodunbdpos. Takke HeONaronPUATHLIMU NPOrHOCTUYECKMMUN aKTO-
pamMu ABAAIOTCA NOXWUION BO3pacT >65 neT, aHemus (Hb<100 r/n), konnyectso nenkouu-
TOB >25%10%/n, Hanuume B Neprdeprnyeckon KpoBm 6nacTHbIX KNeTOK, TPOMOOLNTONEHNA
<100x10'%/n, 3aBUCMMOCTb OT reMoTpaHCdy3Uii, aHOMaJIbHbIA KapuOTWN 1 BbICOKUIA YPO-
BEHb CTaTyca MOJIEKY/IAPHOIo prcKa C AOMOSHUTENbHbIMM COMATUUYECKUMY MyTaLAaMU
[1, 2]. Mo paHHbIM NccneoBaHNIA, MOHOLIMTO3 TaKXKe MOXeT ObITb NMOKa3aTesieM akTUBHOMO
nporpeccrpoBaHna NneperyHoro mmenodrbposa [5].
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MpuunHammn cmepTn NauneHToOB MOryT ObITb GnacTHasa TpaHcpopmaumsa (4o 20% na-
LMeHTOB), NporpeccrpoBaHmne 3aboneBaHUA C rnyboKon LMTONEHUENR U OCNOXHEHNUS,
CBA3aHHble ¢ Tpomb03amu, NOPTaNbHONW rMMNepTeH3ren, CepaeyYHON He[OCTaTOYHOCTbIO,
nHpekumamm [1, 2].

Mpn BO3HUKHOBEHUWN MepBUYHOTO MUenodmbpo3a Ha GoHe CylecTBYOLWEro Mue-
noAnCNIacTMYeCcKoro CMHAPOMa C NepcucTmpyioLlen TpombounToneHren (B npeacTas-
NEHHOM KNMHUYECKOM cllydae — pedpakTepHO aHeMum ¢ n36bITKoM 611acToB) BO3MOXHa
TpaHcdopMmaLua TpomboLMTONEHUN B TPOMOOLUTO3. ITO pefikoe ABMeHNe, CBA3aHHOE C
TeM, UTO NMOopPaxakoTCcA pPa3Hble KNOHbI FeMOMNO3TUYECKMX CTBOJIOBbIX KJIETOK, NPV STOM pas-
NNYAIOTCA M TUMbI MyTaLuWiA: TPY MUENOAMCNNACcTUYECKOM CMHAPOME BO3HMKAeT MyTaLus,
nogasnswowas nponudepauuio (B ONMcaHHOM KIIMHWYECKOM CJlyyae — feneuus okyca
reHa ATM 11g22.3), npu nepBuyHom muenodubdpose — aktusumpytowas nponudepauuio
(B onmcaHHOM KnuHU4Yeckom cnyyae — JAK2V617F).

Bo3HukHoBeHMe myTaumm JAK2V617F Ha ¢oHe MmenopgmcnnacTmyeckoro CMHApoma
MOXeT OblTb 0OYCNOBNIEHO He TONbKO MpucoeAnHeHreM nepBuyYHoro muenodumbposa
(unu gpyroro Ph-HeratnBHoro mmenonponudepaTMsHoro HoBoobpasoBaHMsA), HO 1 NPO-
rpeccupoBaHuemM MCxogHoro 3aboneaHus. B Tom uncne moryTt Habnogatbca mopdo-
nornyeckre U3MeHeHWa B MerakapuouuTax, pa3sutne muenodubposa u ycyrybneHuve
naHumtoneHun. JAK2V617F oueHb peiko BCTpeyaeTca npyv MUenoancniacTmyeckmnx CUH-
Lpomax, HO Npu obHapyxeHun anddepeHUnanbHbIN AnarHo3 MeXay MUenoanCcnnacTm-
YeCcKnM cMHAPOMOM € G1MOPO30OM 1 NEPBUYHBIM M1ENOGUOPO30M MOXKET BbITb 3aTPyAHU-
TenbHbIM. Kak npaBuio, npu MmenogmncnaacTnyeckom cnHgpome mytaumna JAK2V617F as-
NAETCA BTOPUYHOWN C OTHOCUTENbHO HMU3KOWM YaCTOTOWM BapuaHTHbIX annenen. ucnnasusa
KOCTHOTrO MO3ra TakXe CBUAETeNbCTBYET B NOJb3y MUENOANCNNACTMYECKOro CUHAPOMA C
¢nbposom [6].

B KITVMHWYECKNI CITYYAN

MNaymeHt L., myxumHa, 1939 T. p.

AHamHe3 3aboneBaHuA: ¢ 2010 r. B aHanm3ax KpoBU BbIAABAETCA YMepPeHHasA LUTO-
neHus.

B utoHe 2013 r. B Mmenorpamme 8,2% 611acToB, NPU LUTOreHETUYECKOM UCCNIe0BaHUN
BblIfiBJIEH KNOH C aeneuunen 11-n xpomocombl B 90% KneTok. Ha oCHOBaHUW KOMMIEKCHOTO
obcnenoBaHnA YCTaHOBNEH AMArHO3: MMENOAMNCNNACcTUYECKUA CUHAPOM, pedpaKTepHas
aHemMuA ¢ n3bbiTkom 6nactos-1 (PAVB-1).

B anpene 2016 r. BoiABneH KnoH ¢ geneunent 11(q23) B 100% kneTok, B 96% anep ae-
neums nokyca reHa ATM, nenkonexua 3,5x10°/n, TpombounToneHus 36x10%/n. B casum ¢
COXpPaHEeHMeM 1 NPOrpeccupoBaHneM LMToNeHNn Gblla HauaTa TapreTHas Tepanna ageyu-
TabrHom (200 mr/K). MpoBeaeHo 3 Kypca Tepanuu 6e3 4OCTOBEPHbIX NPU3HaKOB 3ddek-
TUBHOCTW NleyeHunA: Ha GpoHe Tepanum B uioHe 2016 I. TpoMmbouunTbl 34%X10°/1, NneikoyunTbl
1,9%10°n, (moHouwWTbI 0,42X10°/n, MOHOLUMTO3 22%), B ntone 2016 . B CTepHaNIbHOM MyHK-
LM NPU3HaKM ANCMIIA31M KOCTHOTO MO3ra, KIoH ¢ geneuunen 11(g23) xpomocombl B 100%
Knetok, B 80% sAfep BbiABNeHa Aeneunsa nokyca reHa ATM. MNotpe6oBanacb remokommno-
HEHTHaA Tepanua, Ha OCHOBaHWN NePCUCTUPOBAHNA aHEMUM BbINOJIHEHO BBeAEeHME 3MNOo-
3TrHa anbda 40 000 n/K.

B aHBape 2017 r. (B muenorpamme 15,4% 6nactoB) npoBefeHo 4 Kypca Tepanuu
5-a3aunTnanHOM B CTaHAAPTHbIX Ao3ax. B KoHTponbHOM muenorpamme B utone 2017 r.
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KOCTHOMO3rOBOW MYHKTaT He3HAUNTENIbHOW KNETOYHOCTH, BNacTHbIX KNETOK He BbiABIe-
Ho. [lpoBefeH 5, 6, 7-11 Kypc Tepanun 5-a3auuTMAMHOM B CTaHAAPTHbIX J03aX, leyeHne
3aBepLieHo B Hosabpe 2017 r. B uioHe 2018 . KOCTHOMO3roBOW MyHKTaT He3HaUNTeNIbHOM
KNIeTOYHOCTW, briacTHble KneTkn 1%.

C 2017 no 2022 r. PAVB npotekana 6e3 oTpuuaTeNibHOM AMHAMUKN, COXPaHANach LUu-
TOMEHUA: MO AaHHbIM 06LLEro aHanm3a Kposu B aBrycte 2020 r. sputpoumTbl 3,19%10'%4/n,
TpombouuTbl 44x10%/n, nerkountbl 3,6x10°/N, KOCTHOMO3rOBOW MYHKTAaT HE3HauUTENb-
HOWN KNeTOYHOCTW, BnacTHble KNeTKn 4%, MUeNIOUAHbIA POCTOK 57%, 3pUTPOnaHbINA po-
CTOK 5,6% (Cy»eH), co3peBaHNe He N3MEHEHO, MerakapuoLuTbl B CHUXEHHOM KonnyecTBe.
B cBA3M C nepcucTpoBaHMemM aHeMMK BbINOMHEHO 2 BBeleHWsA 3no3TrHa anbda 40 000 n/K.

o 2022 r. TpenaHo6uoncuA He NpoBoAMNaCh B CBA3M C BblPaXXeHHOWN KPOBOTOUMBO-
CTbto Ha GoHe TpomboLMTONeHUK, Tepannsa HazHayanacb Ha OCHOBaHWW KITIMHNYECKMX Ha-
6ntofieHnIA, JaHHbIX aHaNN30B KPOBU M MYHKLMUA KOCTHOrO MO3ra.

B nepuog c momeHTa anarHoctkn PAUB fo 2022 r. B 06Wmx aHanu3ax KpoBmu oTMeya-
nacb CTOMKaA Bblpa)keHHas TpombouuToneHma ot 25x10°/n go 121x10%n ¢ MUHUManb-
HbIM 3HaueHvem (25x10°/n) B nione 2015 r. B cBA3M ¢ perynapHbIM BOSHUKHOBEHMEM re-
MOpparmyeckoro CMHAPoOMa NpPoBoANANCh TpaHchy3ny TPOMOOKOHLEHTPaTa 1 CBeXe3a-
MOPOXeHHON Mna3mbl. Takxe 6bi1a NpeAnpuHATa NOMNbITKa Tepanym POMUNIOCTUMOM C
TeHZeHUMen K He6oNbLIOMY YBETIMUYEHNIO KoNnyecTsa TPOMOOLINTOB.

C 2022 r. B aHanm3ax KpoBW NoABUIACb TEHAEHUMA K NeNKOLUTO3Y, TPOMOOLINTO3Y.

B okTA6pe 2022 . noABUNUCD *anobbl Ha OAbIWKY Npy HebonbLwol GU3nyeckon Ha-
rpyske, nowarbiBaHue. [Mpy noctynneHunn B otgenerne 18.10.2022 ceneseHka 135x75 mm,
npuv UUTOreHeTMYEeCKOM WCCefloBaHNM OOHapy»keHa comatuuyeckasa MmyTauma V617F
B 14-M 3K30He reHa JAK2. B o6Lwem aHanunse KpoBwu sputpountbl 3,4x10'%/n, Tpombo-
untbl 744x10°/n (B npepblayliem aHanuse oT aBrycta 2020 r. Tpombouutbl 44x10°/n),
nemkouuntbl 28,24x10°/n (moHouuTbl 4,89%x10°/n, moHouuTo3 17,3%). B 6Guoxummnueckom
aHanmse obpalyaet Ha ceba BHUMaHMe nosbiweHue JIAM go 562 ME/n. B mnenorpamme
6nacTHble KNeTkun 5,7%, MoHouuTbl 12,2%, pa3nnyHOM CTENEHN 3PenocTh, MUENONAHbIN
pocTok 74,4%, pa3pparkeH, 6e3 ocobeHHOCTelN B CO3peBaHUK, OTMEYAIOTCA ABIEHNA JNC-
rpPaHynounTOno33a, SpUTPOUAHBIN POCTOK 2,2% (NpeAcTaBneH efuHNYHBIMI KNneTKamu).
20.10.2022 BbINOMHEHA TPEMAHOOBMONCUSA: B LUMPOKNX KOCTHOMO3FOBbIX MPOCTPAHCTBAX
rMNepKETOUYHbIN AeATeNIbHbIA KOCTHbIN MO3I, rPaHyNoOLMTapPHbIA POCTOK pacluMpeH 3a
cyeT 3penbix GopM, SPUTPOUAHBIN POCTOK CyXeH (3pUTpobnacTbl C NpU3Hakamy AUC3pu-
TPOMN033a), MerakapuoLuuTapHbIi POCTOK pe3ko pacmpeH (Ao 60 B 1 KOCTHOMO3roBOM
NPOCTPaHCTBE, KPYMNHble ofjHoAAEPHble runepnobynapHble 1 aTunmnyHble GopMbl C TEH-
[eHUMWen K rpynnMpoBaHuIo 1 NEpPUOCTanbHbIM PacMoNioXeHreMm), cnabo Bblpa)KeHHbI
peTNKynuHoBbIn mMuenodmbpos (MF-1). [duarHoctmpoBaH nepBUYHbIN Murenodunbdpo3
(npedunbpoTnyeckan ctagms).

HauaTa umTtopenyKT1BHas Tepanusa ruapokcmkapbamumagom 500 Mr/aeHb, pekoMeHao-
BaHO ee NPOAOIKeHNe NOoce BbIMUCKM MO KOHTPOJsIeM NOoKa3aTtenein KpoBu.

Ha ocHOBaHUN MMEILWMXCA KINHNKO-TeMaTONOrMYecKNX AaHHbIX NOABUINCH OCHO-
BaHMA AnA nepedopmMynmpoBaHMsA OCHOBHOIO AMarHo3a: 1) nepBuyHbI Muenodunbpos,
npedunbdpoTnyeckaa ctagus; 2) MUeNoANCINACcCTMYECKUA CUHAPOM, pedpaKkTepHasa aHe-
MUA € n3bbITKOM 6nacToB ¢ noHA 2013 1. Tepanusa geunTtabrHom 3 Kypca. PedpaktepHas
aHemus ¢ n3bbITkoM 6nactoB Tna 2 ¢ sHBapsA 2017 r. Tepanua 5-asauntugnHom, 2017 r.
[emaTonornyeckas pemuccums.
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MauneHT cTpagaeT 60NbIIMM KONMYECTBOM COMYTCTBYOLWMX 3aboneBaHuii, 0cobeH-
HO obpallaeT Ha ceba BHMMaHMe BblpaXeHHasa cepheyYHO-CoCyancTas KOMOPOUAHOCTb:
CcTeHoKapama HanpsxkeHua (OK-2), XCH (2A, OK-2), runepTtoHmnyeckan 6onesHb 2 cT. (Al-2,
puck 3), AaNcUMpKynaTopHas sHuedanonatuna 2 Ct.

O OvHamuKe npouecca MOXHO CyAuTb MO fAaHHbiM obLlero aHanusa Kposu OT
14.03.2024: s3putpountsl 3,57x10'%/n, TpombounTsl 1004%10%/n, nenkountbl 10,13x10°/n
(MoHoUUTbI 1,67%X10%1n, MoHoLMTO3 16,5%). Ha ¢oHe Tepanuu rugpokcmkapbammgom
500 mr/geHb Bce elle HabnogaeTca CTONKOe NOBbILEHNE YPOBHA TPOMOOLMTOB, OAHAKO
KOJIMYECTBO NEeKoLMTOB B Nepudepuyeckon KpoBmU BEpHYNOCb K HOPManbHbIM 3Haye-
HUAM (MO BepXHeN rpaHmLe HOPMbI), abCONMIOTHOE KONMYECTBO MOHOLIMTOB BbiLLE HOPMbI,
HO 3HAUYUTENBHO CHU3MNOCH MO CPABHEHWNIO CO 3HAYEHMAMN B OKTAOpe 2022 r. IuHammKa
N3MEeHEeHVA YPOBHSA HEKOTOPbIX KNIETOYHbIX 351IeMeHTOB B nepudepmryeckoi Kposu ¢ 2013
no 2023 r. oTpaxeHa Ha rpadukax (puc. 1, 2).

MoxHo oxugatb, YuTo nogobHasa TpaHcdopMaLusa TpoMboUUTONeH, 00yCnoBeH-
HOW MM1enoamnCnNacTUYeCKUM CUHAPOMOM, B TPOMOOLMTO3, 06yCNOBNEHHbIV MePBUYHbBIM
M1enoprnbpo3oM, HOCUT BPEMEHHDIN XapaKTep 1 BNOCNEACTBUN MPOUCXOAUT obpaTHas
TpaHcdhopMaLua TPoMb6OLUMTO3a B TPOMOOLIUTONEHMIO (BOSMOXHO, B TOTaNbHYI0 NaHLu-
ToneHuo) Ha GoHe nepexopa NepBUMYHOro Mrenodprnbposa B pasBepHyTyio (GbubpoTnye-
CKYI0) CTagUIo 1 yBenunyeHus cteneHn ¢pnbposa KOCTHOro Mo3ra.

MayumenT W., 1939 r.p.
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Puc. 1. UameHeHne ypoBHA TpoMm6ouuTOB B Nepndepmnyeckori Kposu ¢ 2013 no 2023 r.
Fig. 1. The peripheral blood levels of platelets during the period 2013-2023
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Puc. 2. U3meHeHue 06L1ero ypoBHA NeiKOLMTOB 1 YyPOBHA MOHOLUTOB B nepudepuyeckoin Kposu
c2013 no 2023 r.
Fig. 2. The peripheral blood levels of total leukocytes and monocytes during the period 2013-2023

B 3AKJTIOMEHUE

Mepexon TpomboLMTONEHUN B TPOMOOLIMTO3 — Ype3BblYaHO PeaKui KNMHNYECKUI
¢deHomeH. MOXKHO KOHCTAaTUPOBaTb, YTO NEePBUYHbLIA MMenodpnbpo3 — akKTUBHO Nporpec-
cupytoliee 3aboneBaHre, Npu KoTopom nponudepauna aTUnMYHbIX MerakapmounTos 1
rpaHyfnoLuTapHbIX NPeaLecTBEHHNKOB MOXET ObiTb JOCTaTOMHO aKTUBHOW N5 CO34aHUA
BblpaeHHOro TpoMboLMTO3a 1 NerkouuTo3a Aaxe Ha GoHe CyLecTBYOLWEro MUENIOAN-
CNACTMYECKOro CMHAPOMA C TPOMOOLMTONEHNEN, NENKONEHWNEN.

Bbibop nporpaMmmbl neyeHna B JaHHOM KIIMHWYECKOM Ciyyae Obl1 06ycrioBneH Kap-
TUHOW NepBuYHOro Mmenodrbposa. B cBA3N C HEBO3MOXXHOCTbIO NPOBEAEHUS anNIoreH-
HOW TpaHCMIaHTaLUun KOCTHOrO Mo3ra (BbICOKUI PUCK onepauuni, CBA3aHHbIN B NepByio
ouepefb C NOXWUNbIM BO3PacTOM MauueHTa >65 neT) Obina Ha3HaueHa MefiMKaMeHTO3Has
Tepanusa rmapokcmkapbamugom. CTonkoe yBennyeHme KonmnyecTsa TpomooLmnToB B nepu-
dbepryeckoin KpoBUu Ha GOHe XUMMOTepanuM LUTOCTaTUYECKM NpenapaTtoM no3BonsaeTt
cyanTb 06 oueHb aKTUBHOW Nponudepauny aTMNUYHbIX MerakapruouuTos. TeM He MeHee
BO3BpalLeHe KoNmMYyecTBa eKoLMToB B neprideprnyeckon KpoBU K HOPMarbHbIM 3Haue-
HUAM NO3BONAET KOHCTATMPOBATb YCNexX MeANKaMeHTO3HON Tepanuu.

JocTmkeHne NONHON KNMHUKO-reMaToNIorMyeckon pemMmmnccumn B Ciyyanx nepBuyHoO-
ro muenodnbposa 3aTpyaHMTENbHO. B HacTosAwee Bpems annoreHHas TpaHCMaHTauua
KOCTHOrO MO3ra fIBNAeTCA eAMHCTBEHHbIM METO[OM M3fleUeHUs NepBUYHOro mMuenodu-
6p03a, OIHAKO OHa COMNPsXKeHa CO 3HaunTeNbHbIMK prckamu. MHoroob6eLlaLWmnm BbIris-
[OUT NPYIMEHEHWE TapreTHbIX NpenapaToB (PYKCONUTUHMG).
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TpaHcdopmauma TpoMOoLMTONEHUN B TPOMOOLMTO3 Ha pOHE NPUCOeAVHEHUA NEPBUYHOTO
mrienodunbposa K muenogmcnnacTmyeckomy cuHapomy (PAUB-2): knnHnueckoe HabnogeHne

KN1HWKO-remMaTonornyecknii OTBET Ha XUMMOTEPanuo OLEHMBAIOT MO HAANYNIO UK
OTCYTCTBMIO CUMMTOMOB UHTOKCMKALIMK, CNIEHOMETannK, MokasaTtenamM Kposu. OH MoXeT
ObITb MOMHBIM WM YaCcTUYHBIM. TPENaHOBMOMNCUA C TMCTONOMMUYECKUM UCCIEAOBAHNEM
KOCTHOIO MO3ra 1 OLeHKOW cTeneHun ¢pnbposa No3BoNAET OLEHUTb FUCTONOMNYECKNI OT-
BET, JOCTMXKEHNE KOTOPOrO CTano BO3MOXKHbIM MPU NMPUMEHEHNM HOBbIX METOLOB feye-
HUA NepBUYHOro Mmenopunobposa [7].

JanbHelilwee HabnoLEHNE MOKaXKeT 3BONIOLMNIO 3a60NeBaHNA N BO3MOXHOCTb COXpa-
HeHWA oTBEeTa Ha neyeHune. HakonneHre nHGopmaumm o peaKkomM KIMHUYECKOM AIBIEHNM
(aBoniouun TpomboLUTONEHUN B TPOMOOLIMTO3) MOXET NPUBECTU K GOPMUPOBAHMIO HO-
BblX, HECTAaHAAPTHbIX TEPANEBTUYECKMX MOAXOLOB U YNYULIEHWIO Pe3ynbTaToB JleueHus
MaLUMeHTOB.
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