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Pesrome. [Ipusodsmcs npunyunst ouggepeHuuanbHoli 0uaeHOCMUKL, A120PUMMbL NeHeHUS 8 3A8UCUMOCIU O
GOopmbL MPoMOOUUMO3a, KOAUHECMEA MPOMOOUUMOE U PaKIMOPO8 PUCKA COCYOUCTIbIX OCIOKHEHULL. YCmanoeneHo, 4mo
MpOMOOUUMO3 — AOOPAMOPHDBILL CUHOPOM, O0YCLOBNEHHBLIL ONYXONbI0 CUCIEMbL KDOGU UNU HECREeUUDUUeCKULL MapKep
PeaKmMUGHbIX U3MEHEHUTI CUCHEeMbL KPOBU NPU HEOHKOJIO2UMECKUX 3a00aesanusax. Boidensiom 3 gpopmvl mpomboyumo3sa:
cemelinbiil, nepguuHslii u emopuuHwiii. Cemelinblii mpomoouumo3s ecmpeuaemcs Kpatine pedko U eemepoeeHer no
2CHEMUH1eCKUM Mapkepam U KIUHUKO-1a00pamopHsim 0anHbim. OCHOGHOI NPUMUHOIL NEPEUHHO20 MPOMOOUUMO3a
AGNAIOMCA MUETONPOIUPEPAMUBHbLe 3a00Ne6aAHUA (ICCEHUUANBHAA MPOMOOUUMEMUS, UCIMUHHAA NOTULUMEMUS,
uouonamuueckuii. mueropuopos). Bmopuunsiic mpombouumos uauie 6ceco Haba0daemcsa npu 80CHANIUMENbHbIX U
UH@EKUUOHHBIX 3A001e6AHUAX, 3IOKAYECHIBEHHBIX ONYXOLAX, KeNe300eUUUMHBIX AHEMUAX U NOCTe CRAEeHIKMoMUU. B
ouggepenyuanvroll duazHocmuke NepeUHHbLX U GIMOPUHHBLY MPOMOOUUNO306 O0NbIILOE 3HAUCHILE UMEIOM A00PAMOPHbIE
Oannvie. IIpu Konuwecmee mpombouumos nuxe 1000x10°/n nosviuienus pucka mpombo306 u eemoppazuii 00biMHO He
Habn00aemcs, HO HAIUHUe MPOMOOUUMO3A O3HAUACHT HEOOXO0UMOCHb NOUCKA U JICHEHUS CEPbe3H020 3A00NC8AHUA.
Tunepmpombouumos (6onee 1000x10°/n) conposorxdaemces yseauuenuem pucka mpomboeemoppacutecKux OCJI0KHEHUI,
OCOOEHHO Y 00NbHBIX MUETONPOIUPEPANUBHbIMU 3A00CGAHUAMU, U Hacmo mpedyem Nevenus. CeéoespemMenHoe ablAGNIeHUe
MpoOMOOUUMO3a, YCIMAHOBLCHUE €20 NPUHUHbL U OUPPEPEHUUPOBAHHOE TeHeHUe YMEHbUUACH 8ePOAMHOCHIb PA3GUMUA
MAKENbIX COCYOUCMBLX OCTIOKHEHUTL, YYHIULACH NPOSHO3 U KAMECMBO KUSHU NAUUEHINO0G.

Karouesvle crnosa: mpomobouumos, eunepmpomoouumo3s, Hacie0CHeeH blil, NepeutHblil, 6MOPULHDbLIL, PEAKMUBHDLLL,
muenonpoaugepamugnsle 3a0601e6anus, ouppepeHyuarvhas 0uazHoCmuKa mpomoouumo3sa, mpomoosmooruu,

npo@uAAKmMuUKa mpomoo308.

TpoM60oLMTO3 — NOBbILLEHWE KONNYECTBA TPOMOOUUTOB
cBbile 450x10°%/51, KOTOPOEe HOCUT PeaKTUBHBI XapakTep
N 00YCNOBMEHO OMYXOJIbIO CUCTEMbI KPOBU. YPOBEHb
TPOMOOLIMTOB He SIBASETCS KpuTepueM ans anddepeHum-
ANbHOM ANArHOCTUKM PEAKTUBHBIX 1 OMYyXOJS1IEBbIX MPOLLEC-
coB [47]. Mpu konnyecTtse TPoMOGoLMTOB Hke 1000x10%/n
NOBbILLEHUS pryCcka TPOMOO30B 1 remopparunii 0ObIMHO He
HabnoaaeTcs, Ho HaMYMe TPOMBOoLMTO3a 03HAYaET Heob-
XOOMMOCTb NMONCKA U NTe4YeHnst cepbe3HOro 3aboneBaHus.
MnepTpombouunTos (6onee 1000x10°%/n1) conpoBoxaaeTcs
YBENIMYEHNEM pUCKa TPOMOOremMopparm4eckmx OCnox-
HEeHWM, 0COBEHHO Y 6OJIbHBIX MUENoNPoNMdepPaTUBHLIMU
3aboneBaHNsaMU, 1 YaCcTo TpebyeT neyeHms [40].

Y neter TpoMOOUMTO3 HAbIJAeTCs HacTo U BCTpeYa-
etcsay 13% HoBOpOXAEeHHbIX, 36% OeTel B NepBbiii MecsL,
XU13HU 1 13% — B BO3pacTe oT 6 oo 11 mecsaues [13]. Y
B3POC/IbIX TPOMOOLMTO3 0OHAPYXXNBAETCSt MEHEE YEM Y
1% nonynsumm, Npruyem nNpu NOBTOPHOM obCrefoBaHNN
y 60/bLUNHCTBA NALUWEHTOB KONIMYECTBO TPOMOOLINTOB
HopmManuayetcs [38]. Mpu 9TOM KOMMYECTBO NALMEHTOB
C COXpPaHSLLMMCS TPOMOOLMTO30M MPY BTOPOM UCChe-
nosaHum B 10 pas Beiwe (50% npotune 5%) npu CXOQHOM
ypoBHe TpomMbounToB 6onee 600x10°/n [47].

MepBMYHBLIM r'yMOpasibHbIM PEryNSTOPOM NPOAYKLUUMK
TPOMOOUMTOB AABNSETCA TPOMOOMNO3TUH, KOTOPLIN ce-
JNIEKTUBHO UHAYUMPYET TPOMBOLMTOS in vivo. BonbLuyto

pofb B Pa3BUTUN TPOMBOLMTO3a UrPaI0T TakxKe MyTaLmm
reHoB TPOMBOMNOSTUHOBLIX peuenTopoB MPL n JAK-2,
BbliBAISIIOLLMECS Y BOJIbLUMHCTBA BOJIbHBIX MUENONPOo-
nmdepaTnBHbIMU 3a60S1IEBAHNAMM, 3HAYNTENIBHO pexe
— NpW HacneacTBEHHOM TPpOoMOOUMTO3€e. YMEHbLLEHNE
akcnpeccun Mpl npoTerHa MOXET NPUBOAUTL K TPOMOO-
LMTO3Y NPW OTCYTCTBUM MyTaLMii B CBSI3U C HApyLLUEHVEM
OanaHca CTUMYNATOPOB MerakapuoumTonoasa [41].

BbloensaioT CEMENHbIN, MEPBUYHBLIA N BTOPUYHBIN
TPOMOOLMNTO3.

CemeliHblli TPOMBOLMTO3 BCTPEYaeTCs KpaiHe peako
M rETEPOreHeH N0 reHeTUYECKUM Mapkepam 1 KIIMHUKO-
nabopaTopHbIM AaHHbIM. [MpUYMHaMM CEMERHOro TPOM-
6ounTo3a MOryT OblTb MyTaLUK reHa TPOMOONO3TMHA (B
HacTosILLLEE BPEMS ONMMCAHO YeTbIPE MYTAHTHbIX afiens)
1 reHOB TPOMBOMOaTUHOBLIX peuenTtopos (MPL 1 JAK-2).
[Mpyv rOMO3NroTHOM HaCNeA0BaHMM HEPEOKO Pa3BMBaET-
CS rMnepTpoMOboUMTO3 C TPOMBOTUYECKMMMI 1 FeMOoppa-
rMYECKNMU OCNOXHEHMSIMW, OQHAKO NoaaBnsioLLee 60nb-
LWMHCTBO NAaLMEHTOB reTepO3nroTHbl, 1 TPOMOOLUTO3 Y
HUX BblpaXeH yMmepeHHOo. CyMMapHO nepeyvymnciieHHble
MyTaumm BeisiBnsaoTcs B 10-20% cnyyaes, NO3TOMY BNNSI-
HMe KaXa0M N3 HUX Ha Te4eHne 3ab60oeBaHns onpenenmTb
3aTpyaHuTEenbHo [41].

CeMeliHbIli TPOMOOUMTO3 MOXET ObiTb CBA3aH He
TONbKO C MyTaLMUSMWN FEHOB, PEryAMPYIOLWMX TPOMOO-
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umMTonoas. Mytaums JAK246/1 cnyxuT ¢pakTtopom pmcka
ona mytaumn JAK2 V617F, koTopas xapakTepHa ans
Tpex MuenonponngepaTrBHbIX 3a001EBaHUIN: UCTUHHOMN
nonuumuTEMUN, namonaTmdeckoro mmenodmnbposa u
3CCEeHUMaNbHOM NOAMUUTEMUN. ITO MOXET OOBACHATL
BO3HVKHOBEHME ONMCaHHbIX B TNTEPATYPE Clly4aeB pas-
JINYHBIX MUEeNnonponMdepaTrBHbIX 3a60NEBAHNI Y YIIEHOB
oOHown cembu [25].

MepBuYHbLIK TpoMboUMTO3 cocTaBnsaeT 10-15% B
CTPYKTYype NaLUMeHTOB C TPOMOOLIMTO30M 1 0OYC/IOBEH
KJIOHaNbHOM Nponudgepaymen MmerakapuoumTos npu
ONyXONIX CUCTEMbI KPOBU: MUENonponndepaTuBHbIX
3a6051eBaHUAX, pexe — MUEeNoaNCNNacTUYECKMX CUH-
npomax [47].

K Hanbonee yacTeiM MuenonponudepaTuBHbIM 3a-
60neBaHNAM OTHOCSTCH XPOHUYECKNI MNENONENKO3, UC-
TUHHAsS NONUMTEMUS, MANONATUYECKNA Mnenodnbpos
1 acceHuunanbHas TpombounTemusi. Pazsutre Tpomobo-
LUMTO3a XapakTepHo npexae Bcero anga Ph-HeratneHbIX
MuenonpoandepaTrBHbIX 3ad0IeBaHUI (3CCeHUMaNbHOM
TPOMOBOUMTEMUN, UCTUHHOM NOAMUUTEMUN, namnona-
TMyeckoro mmenodunbposa) n pexe BCTpevaeTcs npu
XPOHMYeckom muenoneikose. Y 95% 6051bHbIX UCTUHHOMN
nonvumtemmnen n 50-60% naLmMeHTOB C 3CCEHLMANTbHON
TPOMOBOLMTEMUNEN N NONONATUHECKM MUENOPUOPO3OM
BoigBnseTcsa mytaumsa JAK2V617F, koTopas oTCcyTCTBYET
MpyY XPOHNYECKOM MUNENONIENKO3E U UMEET 3HAYEHNE B
naTtoreHese: pa3BMBaAETCSH MNOBbILEHHAA YYBCTBUTEb-
HOCTb KNETOK-NpealeCTBEHHUL, K LUTOKMHAM, 4TO
NPUBOAUT K rMnepniasvum MMenongHoro poctka (B Tom
4yucne MerakapmouuTapHoro psaa knetok). MeHee yem
y 10% 60nbHbIX nononaTn4eckum mmenodmnbposom n 1%
©0bHbIX 3CCEHLMaNbHON TPOMOOLIMTEMMEN UMEETCS MY -
Tauus reHa MPL, conpoBoxgatoLasacs runepnpoaykumen
TpombonoaTtuHa. MiHorga TpomMOoUUTO3 BO3HUKAET Mpu
OHOM U3 HGOPM MUENOOUCMNACTNYECKOro CUHOPOMA —
pedpakTepHOo aHeMU C KOMbLIEBLIMU cuaepodnactamum
[1,39].

KnnHnyeckme paHHble NO3BONAIOT 3aMN0403PpUTb MUe-
nonponudepaTnBHble 3aboneBaHns (aHEMUS N CTMIIEHO-
Meranuns xapakTepHbl 4151 XPOHNYECKOro MMENoNenkosa
1 npgmuonatmyeckoro Mmmenodmnbposa, NaeTopmyecKknii
CUHAPOM — A1 UCTUHHOM NONNLNTEMUN, HAPYLLEHUSA
MUKPOLIMPKYASALMN — A1 3CCEHLUMANBbHON TpoMboum-
TEMUN) N MUENOAMNCANACTUYECKUIA CMHOPOM (yrnopHas
aHEMUS NPU UCKITIOYEHNN APYTUX MPUYNH @aHEMUYECKOro
cuHapoma). [ns Bepudukaumm amarHo3a HeobxoauMbl
[ONOSIHUTENbHbIE TABOPATOPHbLIE U MHCTPYMEHTalIbHbIE
MCCnenoBaHua.

[ns acceHuunanbHOM TpoMBouMTEMUN XapakTepeH
M30JIMPOBAHHbIN TPOMOOUUTO3 (6€3 M3MEHEHWIA OPYIrX
napamMeTpOoB reMOrpamMmbl); NP MICTUHHOW NONLUATEMNN
BbISIBNISIETCS MOBbLILLEHWE YPOBHS remMoriiobrHa 1 aputpo-
LMTOB, 4YacTO B COYETAHMM C TPOMOOLMTO30M, NO3aHEE
— NenKoUMTO30M; 4N nanonaTniyeckoro mmenodunbposa
TUNNYHBI QHEMUS, YMEPEHHbIN NIENKOLMTOS3 CO CABUIOM
«BJIEBO>» 0O METAMUENOLNTOB Y MUENOLIUTOB N HEPEAKO
TPOMOOLIMTOS; NPU XPOHMYECKOM MUENONENKO3€ Bbl-
ABNISETCA HapacTalLwmnin NenKoumuTo3 CoO CABUIOM [0

MNenouuToB, NPOMMUENOUNTOB, MHOrAA — 61acToB, YacTo
nmetoTcs 903nHodpunua n 6asodpunus, TpoMmboLUTO3
BCTpeYaeTcs pexe; MUenoamcniacTM4eckmii CUHOPOM
MaHndecTrpyeT ynopHo aHemueli [29, 43].

[MaBHYO pOsb B AMArHOCTUKE nrpatoT mopdonornye-
CKMe, UINTOreHETUYECKNE U MOJIEKYNSIPHO-FEHETUYECKME
nccnepoBanus. MNpu aHann3e MmenorpaMmmbl 'y 605bHbIX
MMnenogmcnIacTMiecKnmM CUHAPOMOM MMEIOTCS NpU3Ha-
K1 AMCNAa3ny SpUTPONLAHOIO POCTKA, YBEIMYEHO KOSIN-
4YeCTBO KOJbLIEBbIX CUAEPOBIACTOB; NPU XPOHNYECKOM
MWEenoneinkose pesko rmnepniasmpoBaH N OMOJIOXEH
MUENOUAHbIM POCTOK, YaCTO YBENIMYEHO KOJIMYECTBO
303nHopuNoB 1 6asodunos. B anarHocTmke NCTUHHOM
nonMuuTEMUN, namonaTnyeckoro mmenodmnbposa u
3acceHumanbHom TpoMbounTeMnm 60NbLLIOE 3HAYEeHnEe
MMeeT TpenaHobmoncus KOCTHOro Mo3ra, Npu KOToOpPo
BbIIBNSIETCA rmnepnnasns MMenongHoro poctka, pac-
LUNPEHME N OMOJIOXEHME KNIETOK MErakapmouuTapHoro
pspa, npu nguonatnieckom mmenodmnbpose — Kon-
NareHoBbI U PeTUKYINHOBLIN Grnbpo3. BoiseneHne
Ph-xpomocomsbl n/vnu rena BCR/ABL naTOrHOMOHUYHO
0151 XPOHMYeckoro mvenonekosa. Mytaumsa JAK2V617F
onpenensieTcs NpakTU4Yeckn y Bcex 60JSIbHbIX NCTUHHOM
nonvuuTeMuei n 6oNbLIMHCTBA NaUMEeHTOB ¢ nauona-
TMYECKMM MNenodrnbpo3oM 1 3CCEHLMANBHOM TPOMOO-
untemmen. MNMpn mnenogmcnnacTU4eCckomM CUHAPOME
4acTO BbISIBNSAOTCS HapyLLUEHUS KapnoTuna, 4To uMeeTt
HE TOJIbKO ANArHOCTUYECKOE, HO U NMPOrHOCTUYECKOE
3HaYeHME: NBMEHEHUSA XPOMOCOMbI 7 1 MHOXECTBEHHbIE
abeppauyrm accounmpyroTcs ¢ HeGNaronpUSTHBIM NPo-
rHo3om [29, 43].

BTOpWYHbIN TPOMOOLMTO3 BCTPEYAETCS B MOAABNSIO-
Lem 60bLIMHCTBE cnyvaeB. [laxe runepTpomMooumTosy
80% 60MbHbIX HOCUT PeaKTMBHbIN XxapakTep.

PeakTnBHBbI TPOMOOUMTO3 OOYCNOBNEH YBENNYEHN-
eM npoayKuum ogHoro unm 6onee TPOMOOMNO3TUYECKUX
dakTopoB, YTO NPUBOANT K akTUBALMM 3PENbIX Meraka-
PUOLIMTOB UM UX NPenecTBEeHHNKOB. LleHTpanbHyio
POJib B CTUMYISILIMN TPOMOOUMTONO33a NpY peakTUBHbIX
TpoMboUMTO3ax UrpaeT NHTepnenknH-6 [26]. PeakTmB-
HbI TPOMOOUMTO3 MOXET ObITb TPAH3UTOPHLIM (TPaBMa,
onepauuun, OCTPOE KPOBOTEYEHWE) UM MEPCUCTMPOBATL
B TEYEHME ANIUTENbHOIrO BpEMEHN (Xene3oneduunTHble
aHeEMWU, XPOHMYECKNE BOCHANUTESNbHbIE N MHDEKLIMOH-
Hble MPOLLECChl, 3/T0KAYECTBEHHbIE OMYX0NN).

OCHOBHbIE MPUYNHBI BTOPUYHBLIX TPOMOOLIMTO30B [5,
36, 40]:

- XenesonepuumTHbIE aHEMUN;

— CONUAHbIE OMNYXOJN;

— BOCNannUTeNbHbIE NPOLLECCHl U BakTepuasbHble
MHEeKUUN;

— CMJIEH3KTOMUS;

— acnyexus.

'MnepTpomMOOUMTO3 CONPOBOXOAETCH PUCKOM pa3-
BUTUS TPOMOO30B 1 3MO0NIA, NMOSTOMY €ro 3TMOJIorn-
yeckne pakTopbl paCCMaTpPUBAIOT OTAENBHO.

MpuumHbl rMnepTpomobounTosa [3, 4, 32, 44]:

— MHdEKLUMOHHBbIE 1 BOCMannTeNbHble 3abosieBaHNS
(40% cny4yaeB);
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— crnneHakToMus unm acnnedns (20%);

— conmnpHble v remartonornyeckme onyxonu (15%);

— TpaBmbl 1 onepaumn (15%);

- xenesogedunumnTHole aHemMun (5%);

— «BbIX04» U3 TpoMbouuToneHnn (3%);

— TPOMOOLNTO3 HESICHOTO reHe3a (2%).

Haunbonee 4acTo peakTUBHbIN TPOMOOLMTO3 BO3HU-
KaeT Npun BOCMNANMTENbHbIX MpoLeccax, 06yCnoBAEHHbIX
NHbEKUMERn N UMMYHHbLIM BocranieHneM: 6aktepuasb-
HbIX MHDEKLMSX (MHEBMOHWS, CEMCUC, MEHUHTUT, MUENO-
HedpuT), BOCNannTenbHbIX 3a00/1eBaHUAX KULLIEYHUKA,
60/1e3HSAX COeAMHUTENBHOM TKaHW, TpaBMax 1 ornepaumusax
[6,21, 35, 39]. Npn yMEHbLLIEHN NPU3HAKOB BOCNANEHUS,
Hapsay C yNyylleHnem Opyrnx KINHUYECKMx 1 nabopa-
TOPHbIX NokasaTtesnein, 00bIYHO CHMXAETCS U KONMYECTBO
TPOMOOLMTOB.

PasButue TpomMboLMTO3a MOC/E CMNAEHIKTOMUN U
npw acniaeHnn o6ycnoBAEHO POJIbIO 3TOr0 OpraHa B pe-
rynsumm TpomMooumnTOB, Npexae BCero Kak OCHOBHOIO
MecTa ux gecTpykumnu. Nocne cnneHaktoMnmn y 75-82%
nauneHToB BO3HUKAET peakTUBHbIN TPOMOOLNTO3 C
MakCUMasnbHbIM KOINYECTBOM TPOMOOLIUTOB Yepe3 1-3
HeLenu nocne onepauun u HopManmusauuen B TeHeHne
HECKOJIbKUX HEAENb UM MECSUEB, B PEAKMX Clydasax
TPOMOOLIMTO3 COXPaHSAETCS HECKOJbKO neT [26]. Mpu
ypoBHe Tpomb60oumTOB Bhie 600-800x10%/ny 5% naunm-
€HTOB BO3HMKAIOT BEHO3HbIE MOCTCMIEHIKTOMUNYECKNE
TPOoMOO03bl. ApTepuanbHble TPOMOO3bl, KOTOPbIE MOTYT
NPUBOANTL K PA3BUTMIO MHCYNBTOB U MHGAPKTOB, pas-
BMBAIOTCS 3HA4MTENbLHO pexe [37, 45].

AcnneHna — penko BCTpeyalolweecs OTCYyTCTBME
HOPMabHOM GYHKLIMN CENE3EHKN, KOTOPOE COMPAXEHO
C NOBbILLUEHHBIM PUCKOM UHGDEKLMI 1 BO MHOTUX CllyHasx
conpoBoXxaaeTtcsa TpoMmbounTo3om [7, 39]. MeHee Bbl-
paX€HHOE HapyLUEHNE HOCUT Ha3BaHMe r’MnoCnaeHn3ma.
MpuynHOM acnneHnn MoryT ObITb FeHETUYECKNE 3abone-
BaHWUS (reTepoTakCUYeCKUii CUHAPOM), CMJIEHIKTOMMUS
(TpaBmMa, onyxosib, ayTOMMMYyHHasi TPOMOOUUTOMNEHUS,
MNKPOCHEPOLINTOS) NNK HAPYLLEHVE PYHKLMN CENE3EHKMN
(cepnoBnaHO-KIETOYHAsA aHEMMS, IMO0NM3aLLMs COCYo0B
ceneseHkn). Mpu acnneHnn pes3ko yBenninBaeTcst puck
pasBuTUS Cerncmca, BbIBBaHHOIO NHKANCyIMpPOBaHHbIMU
OakTepmnaMn (MHEBMOKOKK, MEHMHIrokokk, Haemophilus
influenzae), 4to TpebyeT BakUMHALMM 1 aHTUbakTepuanb-
HOM NPOMUNAKTMKM NPU NAIAHUPYIOLLNXCA ONepaTUBHbIX
BMeELLaTeNbCTBax.

ConngHble ONyxoam 4acTo COMPOBOXAAKTCS TPOM-
60LMTO30M, OCHOBHOWM NPUYMHON KOTOPOro, Kak v npu
OpYyrux BuOax peakTMBHOro TpoMboumTo3a, SBASETCS
yBENNYEHNE NPOAYKUMM TPOMOOMNO3TUHA NOA, BAUSHU-
€M BbICOKOW KOHUEHTpauuu nHtepneriknHa-6 [19]. Bo
BCEX CNyyasx, korga Takasi B3aMMOCBA3b U3y4vanach (pak
KMLLEYHMKA, NErkoro, No4Yek, SUYHUKOB, LUENKU MaTKN U
3HAOMETPUSA, 3/I0Ka4ECTBEHHAA Me30TeNroma), MpPorHo3
3aboneBaHns Npu TpombounTole yxyawancsa [14, 44].
OT0 CBA3AHO C TEM, HTO TPOMOOLUMTEI UTPAIOT BAXKHYIO
pOJsib B Pa3BUTUN METACTA3MPOBaHNS 3a CHET akTUBALMN
MEerakapmoumTonoasa 1 pasBmTrsa arperaToB OnyxoeBbIX
kneTok ¢ Tpomboumtamun [19]. Kpome Toro, npu pacnaze

OMNyXx0JI BO3HUKAIOT KPOBOMOTEPWU, YTO MPUBOOUT K XKe-
nesoneduLUMTHOM aHEMUM 1 TPOMBOLUTOSY.

XKenesopeduunTtHble aHeMmun — Hambonee vyactas
dopma naTonormmn, KOTOpon cTpagaeT okosno 1 munnu-
appa HaceneHus [46]. OCHOBHbIMW MPUYMHAMU XeNe30-
0edUUNTHBIX aHEMUI ABNSIOTCA aNIMMEHTAPHbIN Aednumt
(npexnpe Bcero — B CTpaHax «TpPeTbero» mmpa), noBbl-
LEHHbIN pacxon xenesa (MOBTOpPHblE BEpeEMEHHOCTH,
NakTaumsl) U XpOHMYECKne KpoBOMoTeEpPU (MeHopparmu,
OKKYJIbTHbIE KPOBOMOTEPU U3 XENYA0YHO-KNLLEYHOIO
TpakTa).

JnarHocTruka npoBOAUTCS HAa OCHOBaHUM 0OLLLEro
aHanmsa KpoBW, ONpeaeneHnsa KOHUEHTPaLMM CbiIBOPO-
TOYHOro xenesa n depputuHa. XenesopeduuntHas
aHeMus HOCUT MUKpPoOLUMTapHbIA xapaktep (MCV Huxe
80 ¢peMToNMTPORB), CONPOBOXAAETCH MMMNOXPOMUEN 1
MUKPOLMTO30M 3pUTPOLMTOB, NPW NPOAOIXKaoLLEencs
WU HeaBHEN KpOBOMOTEPE — TPOMOOLUMTO30M U PETU-
KynouMTo30M. Hamnydwmm nabopatopHbIM nokasaTenem
nedurumTta xenesa sBASETCA CHUXEHME COOepXaHus
deppuTmnHa.

AnpeepeHumanbHbivi AnarHo3 npy TpoMO0oLNTO3E.
Mpv HaNMYKMM Y NAUUEHTA CUMIMTOMOB COMaTUYECKUNX, XN~
PYPruyecKmx nam onyxoseBbix 3aboieBaHni yBennyeHme
KonmMyecTsa TPOMOOLMTOB B NoAaBnsioeM 60nbLLINH-
CTBE CJly4aeB HOCUT PEaKTMBHbIN xapakTep [2].

B auddepeHunanbHOM AnarHoCTUKe MEPBUYHBIX U
BTOPUYHbLIX TDOMOOUMTO30B 60NbLLIOE 3HAYEHWE UMEIOT
nabopatopHble AaHHble: NPU peakTMBHOM Tpomboum-
To3€e 00bl4HO HabngaeTCs NOBbILLEHME KOHLEHTPALLMN
MapkepoB BocnaneHus: C-peakTnBHoro benka, pnbpu-
HoreHa, peppuTMHa, YBEMYEHNE CKOPOCTU OCenaHus
aputpoumntoB [40]. YpoBeHb naktataernaporeHasbl npm
peakTMBHOM TPOMOOUMTO3E B Npeaenax HopMbl UV He-
3HAUYNTENBbHO YBENnYeH. s nepBrUyHOro TpoMooLmTosa,
Kak 1 ans Apyrux oHKoremMaTosiormieckumx 3abonesaHuni,
XapakTepHO 3HAYNTESNIbHOE YBENNYEHNE KOHUEHTPALMN
nakrtatgerngporeHasbl [1].

Mpu n3onMpoBaHHOM TPOMOOLIMTOSE UM ero coveTa-
HUW C APYIMMU NU3MEHEHUSIMU FEMOrPaMMbl (3PUTPOLLN-
TO3, NENKOUNTO3 CO COBUIOM NIENKOLUTAPHON pOpMYy bl
«BJIEBO»), HEOOXOAMMO NPOBEAEHME MONEKYNAPHO-
reHeTU4eCKoro uccnenoBaHus Os BbISBIEHUA MyTa-
umn JAK-2, xapakTepHoi Ossi ICTUHHOW NONUUNTEMUN,
namnonatmyeckoro mmenodmnbposa 1 acceHumanbHom
TpombounTemun. Mpn NOOO3PEHNN HA XPOHUYECKUIA
MMNENONEeNKo3 MONIEKYNSPHO-FEHETMYECKOE nccnenoBa-
HV1E BbINOJIHAETCS B NOMCKax xumepHoro reHa BCR/ABL,
NaTorHOMOHWYHOIO A1 AAaHHOIO 3a001IeBaHUS.

Mpwn otcytctBUn mytaumm JAK-2 U KINHUKO-
nabopaTopHbIX NMpuU3Hakax, CBUAETENbCTBYIOLWMX O
BO3MOXHOM MuenonponudepaTtneHoM 3abosieBaHunu,
TpebyeTcsa TpenaHobmoncmsa KOCTHOro moara. F'mcrono-
rmyeckoe nuccrnegoBaHne TpenaHobmnonTara no3BoNseT
AuarHocTupoBaTb MuenonponndepatnsHoe 3abonesa-
HWe, 4acTo — BepUPMLMPOBaTbL HO30/1I0rMYECKY HOPMY:
ON9 UICTUHHOW NOSINLUTEMUN XapaKTepeH NaHMNeno3
(runepnnas3nsa 3puTPOULAHOrO, FPAHYNOLUUTAPHOrO U
MerakapuoumMTapHoro paaos), M AMONaTUYECKNN MUENO-
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drnbp0o3 MaHNPECTUPYET PETUKYIIMHOBLIM UK KOonnare-
HOBbIM GMBPO30OM, NPU 3CCEHLMANTBHON TPOMOOLIMTEMNMN
00bl4YHO HabnoaaeTcs yBenmyeHne ToNbKo Merakapmo-
uMTapHOro psaa knetok [29, 43].

OdnddepeHupanbHas gnarHoCTnka pasnnyHbix Gopm
MuenonponudepaTMBHbix 3aboneBaHnii MoOXeT ObiTb
CNOXHOW 1 Npu TpenaHobunoncun. Tak, acceHumnanbHas
TpoOMOOLMTEMUS U UANONATUYECKNA M1enodmnbpos o
pasBuTus ctaguu Gprnbposa KOCTHOro Mo3ra xapakrte-
pPU3YIOTCA NPEUMYLLECTBEHHO M3MEHEHUSIMUN K1ETOK
MerakapuouuTapHoro psga. Ana amarHocTuku npe-
dnbpoTHnyeckoln ctagum mmenodndposa Heobxoanmo,
Kpome MopdOSIOrMYecKnX AaHHbIX, yYUTbIBATb KPUTEPUN
BO3, npexnge Bcero nenkoaputpobaactos, aHeEMUIO U
CMNiIeHOMEranuto, KOTopble HEXapakKTEPHbI AJ151 9CCEHLN -
anbHOM TpoMmboumTemun [29, 45].

TpomMbounTO3 1 pyck TPOMOO30B. HacneacTBeHHbIe
1 peakTUBHblE TPOMOOUUTO3bI B OOSIbLUMHCTBE CllyYaeB
npoTtekawT 6€CCUMNTOMHO U HE NPUBOAAT K Xapak-
TEPHBIM A5 NEPBUYHBLIX TPOMOOLIMTO30B HAPYLUEHVSM
MUKPOLMPKYASLMN, B TOM YUCIE K 3PUTPOMENanrmm
[33, 34]. 3T dopMbl TPOMOBOLINTO30B NPU KONNYECTBE
TpomboumnToB HMUxe 1000x10°/n He yBeNMYMBAOT PUCK
pa3BuTus TpoM6030B 1 ambonuii [27]. B To xe Bpems
runeparperaums TpomMoouMTOB, pa3BMBaloLLAsCS Npu
peakTMBHOM TPOMOOLIMTO3€, NOBbLILLAET PUCK BEHO3HbIX
apTepuanbHbiX TPOMOO030B 1 apTepuasnbHoM Lepebpasb-
HOM MWEeMUM y MONOAbIX NauueHToB. [MporHocTnyeckoe
3HaYeHne rmnepkoaryasunoHHoOro crtatyca, o6ycnoB-
JIEHHOIO TPOMOBOLMTO30M, Y 3TUX BOJIbHBIX CPABHUMO C
HacnencTBeHHoM Tpombodunnen [24, 31].

[Mpu connaHbIX ONyXonsax KOAM4ecTBo TPOMOO30B,
0COB6EHHO BEHO3HbIX, JIOCTOBEPHO YBENYEHO MO CpaB-
HEHWIO C APYrMN BUOAMM PEAKTMBHbBIX TDOMOOLIMTO30B
[47]. TunepTpoMBOLMTO3 COMPOBOXAAETCH BbICOKMM
PUCKOM TSIXXeSbIX COCYANCTbIX OCOXHEHUIN Y BCEX O0Jb-
HbIX C HACNeaCTBEHHbIM U peakTUBHLIM TPOMOOLIMTO30M
[26].

Y naumeHToB ¢ MmnenonpoandepaTmeHbiMn 3abone-
BaHUSIMM YBENMYMBAETCS PUCK pa3BUTUS TPOMB03MOO-
NNYECKNX OCNOXHEHUI. 1PN NCTUHHOM NOANUUTEMUN U
3CCEeHUMaNbHOM TpoMboLMTEMUN TPOMBO3bI ABNSIIOTCA
BTOPOW (nocne TpaHchopmMaLmmn B OCTPbIA NENKO3) NpU-
YUHOM NeTanbHOCTM. YacToTa TPOMOO30B NP NCTUHHOM
nonuuntemun gocturaet 12-39%, acceHumanbHOM
Tpombouutemun — 11-25% [47]. KymynaTMBHOE KO-
4eCTBO YNCII0 KapAN0BaCKYIAPHbIX OCNOXHEHWIN COCTaB-
naet 2,5-5% npu nctuHHom nonmumtemunn u 1,9-3,0%
npw acceHumansHom TpomboumtTemnn [24, 30]. Mpu aTom
60-70% cocTaBnsaioT apTepuanbHble TPOMBO03bI (MLLEMU-
4YeCKU NHCYNbT, MHGaPKT Mrnokapaa, nepmdepunyeckme
apTepuanbHble OKK/03UK), 418 BEHO3HbIX TDOMOO30B
XapakTepHO BOBMEYeHMe ryboknx BeH KOHEYHOCTEMN,
Nerkux v 6proHom nonoctu [47].

[MaToreHe3 TpoMOO30B NPY MUENONPONGEPATUBHbBIX
3a60n1eBaHNSAX BKJIIOYAET HECKOJIbKO KOMMOHEHTOB: N3-
MEHEHNS PEOSIOrMYECKNX CBONCTB KPOBU B CBSI3N C yBe-
nmyeHnem obbemMa LMPKYIVPYIOLLMX SPUTPOLMTOB Mpun
WCTUHHOM NONINLMTEMUMN, HAPYLLEHNSA DYHKLMK TPOMOO-

uMTOB (OCOBEHHO 3TO BbIPAXEHO NMPU 3CCEHLMANbHOM
TpomMbouuTeEMUN), YBENTMYEHNE arperaumm TPoMOoLMTOB
C nenikoumMtTamMmu n KneTkamm sHaotenua [47].

TpomOouunTo3 per se Npu MruenonponndepaTnBHbIX
3ab60n1eBaHNAX 0ObIYHO HE KOPPENMPYET C PUCKOM TSXKe-
JIbIX COCYAUCTbIX OCIOXXHEHWIA, B TO BPEMS KaK yiy4ylleHne
MUKPOUMPKYNALUMM 1 GYHKLMM TPOMOOLMTOB NPUBOAUT
K KIMHUYeCcKoMy ynydiwieHuto [16, 22]. B npocnekTmns-
HOM mnccnenosaHuy ECLAP y 1638 60/1bHbIX MCTUHHOM
nonuuuTeMMen, HabngaBLINXCs B cpeaHeM 2,8 roaa,
3aperncTpupoBaHo 228 TPOMBOTUYECKUX COObITUIA. MNpun
3TOM KOJIMY4EeCTBO TPOMOOLMTOB HE aCCOLMNPOBANoCh
c TpoMbo3amu: 6onbLune TpoM603bl BhigBUAN Yy 8,3%
OO0NbHbIX C KONMYECTBO TPOMOOLMTOB Bbile 400x10%/n
n 9,3% - npn ypoBHe TpomMbouunToB HMxKe 400x10°%/n
[15]. B aTOoM e nccnenoBaHum konebaHnsa reMmaToKpu-
Ta ot 40 oo 55% He accounrpoBanucb ¢ TPOMOO3amu,
a Ha3HayeHne mMasblX 403 acnupuHa YMEHbLUAN0 PUCK
KapAnoBaCKyNAPHbIX OCIIOXHEHWNIA.

OTcyTcTBME NPSAMOIN CBA3U MEXAY TPOMOOLMTO30M
1 TpomMB0o3amMu NPOAEMOHCTPUPOBANIO U UCCNenoBaHme
MRC-PT1, B koTOpoM 6b1710 paHaomMmanposaHo 809 6071b-
HbIX 3CCeHUManbHOM TpoMbouuTEMUNERN, NONYYABLUNX M-
NPOKCMMOYEBUVHY UMW aHarpenua, B CoHeTaHum ¢ MasbiMuy
[o3amu acnupuHa. HecMoTps Ha CXOOHbIN YPOBEHb KOH-
TPONSi TPOMOOLIMTOB NPY MPUMEHEHUN 3TUX NPenapaTos,
6onbHble HA dOHEe NpMemMa rmapoKCMMOYEBUHbBI Pexe
VIMENn TAXeNble COCYANCTbIE OCNTIOXHEHUS (MHPApPKT,
VIHCYJLT), YeM NauMeHTbl, KOTOPbIM NPOBOAMIOCH Jleye-
HWe aHarpenmpom [23]. 3To cBA3LIBAKOT C N30JIMPOBaH-
HbIM AENCTBMEM aHarpenvga Ha TpomoounTonoas, B TO
BpeMs, Kak npenapaTbl MMAPOKCUMOYEBMHBI 0OnagatoT
KOMMJIEKCHbIM LUTOCTaTU4eCKUM adpdpekTom [8].

B oTAnyne 0T MICTUHHOM NOANLUTEMUN N BCCEHLUMASb-
HOW TPOMOOLIMTEMUM MPU UANONATUYECKOM MUenodu-
Op03e BbisiB/IEHA KOPPENALMA MEXY KOTMYECTBOM TPOM-
60ounTOB 1 HacTOTOM TPOMB030B. Mpn obcnegoBaHnn 155
60/1bHbIX Y 60JIbLLMHCTBA NALMEHTOB C TPOMOOTUYECKUMM
OCNOXHEHUSIMUN KONTMYECTBO TPOMOOLMTOB ObI10 60s1bLUE
450x10°/n. BepoATHOCTbL OTCYTCTBUSA TPOMOO30B B Teye-
Hue 5 neT npu ypoBHe TpomMbouunToB 6onee 450x10°%/n
cocTasuna 80,6%, meHee 450x10°/n — 96,2% [47].

Mpn MmrenonponndepatTnBHbIX 3ab60SIEBAHMSX HAcTO
VIMEIKTCS CTPYKTYPHbIE N DYHKLMOHANbHbIE AedeKThl
TpomMOOLUMTOB, YTO, OAHAKO, HE COMPOBOXAAeTCs yBe-
NINYEHNEM pUCKA CEPAEYHO-COCYANCTbIX OCIOXHEHMUI
NPU UCTUHHOW NONNLIUTEMUM N 3CCEHUMANBHON TPOMOO-
umtemumn [22]. B T0 e Bpems a1t 3TUX HO30J10MrMHYECKnX
dopmM xapakTepHO GpopMUpoBaHNE HENTPODUNBHO-
TPOMOOUMTaAPHbIX arrperaTtoB, 3KCNPEeCCUPYIOLLNX akK-
TUBALIMOHHbIE MapKepbl. 3Ha4YeHNe arperaunm KneTok B
PasBUTUN MUKPOBACKYNSPHbLIX 1 BOMbLINX COCYANCTbIX
OCNOXHEHNI MOATBEPXAAETCS in Vitro yMeHbLLIEHNEM KO-
IMYeCcTBa 3TUX arperaTtoB NMpu Ha3Ha4YeHUM acnmpuHa u/
WU T’MOPOKCUMOYEBUHbI U in Vivo — 6onee HU3KOM 4acTo-
TOW TPOMOOTUYECKMX OCIIOXKHEHUI Y 6ONBbHBLIX UICTUHHOW
NoOSINMUNTEMUNEN N SCCEHUMANTbHOV TPOMBOLIMTEMUEN MPU
COYETAHHOM Ha3HA4YeHUM aCNUPUHA N TMAPOKCUMOYEBU-
Hbl MO CPaBHEHMUIO C acnpuHom [8, 17].
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CBnaetensCTBOM MynbTMdAKTOPUAbHOIO naTore-
He3a TPOMOOTUYECKMX OCNTOXHEHUI NMPU MUENONPOSIn-
depaTmBHbIX 3a00/1€BaHNNAX ABNSETCH aHanM3 60sbLLION
rpynnbl 60bHbIX MAMONATUYECKUM MNenodmnbposom
(314 yenoBek) nocne cnieHakToMuK. NocTcnNeHaKToMn-
4eckuii TPOMOOUMTO3 ObiN BbISIBNEH Y 28,6% NaumMeHToB, y
5,4% konnyecTBo TpoMboLMTOB NpeBbiwano 1000x10°/5.
Tpom603bl pazsunucb y 10% 60nbHbIX, O4HAKO 3aBUCKU-
MOCTW OT KOnMyecTBa TPOMOOLMTOB YCTAHOBIEHO HE
6b110. B 84% cnyyaeB TpOMOO3bl BO3HUKN B MOpTasib-
HOIM cucTemMe UNN Me3eHTepuasnbHbIX/UHTECTUHANbHbIX
cocyaax, YTo CBUAETENbCTBYET O NMPENUMYLLECTBEHHOM
3HAYeHNM aHaTOMMYECKNX OCOOEHHOCTE KPOBEHOCHOIO
pycna B pasBUTUK NOCTCMIEHIKTOMUYECKNX TPOMOO30B
[32].

B cBs3u ¢ yBennyeHnem pmcka TpoMOOTUYECKUX
OCJTOXHEHUM N OTCYTCTBUEM UX KOPPENALMN C KONNYe-
CTBOM TPOMBOLMTOB Y 6OSIbHBIX UCTUHHOM NOANUUTEMUEN
1 3CCeHUManbHoM TpomMbouuTemmein 6binm Bepnuduumpo-
BaHbl GaKTOPbl COCYANCTOrO pMCKa A5 9TUX HO30J10M -
yecknx ¢opm [47].

YcTaHoBneHHbIMK (hakTopamMu pucka gis obounx 3a-
6oneBaHuin sBnsOTCS Bo3pacT 60 1 6onee neT v npea-
LUeCTBYIOLLME TPOMOO3bI, AJ151 3CCEHLMANILHON TPOMOO-
uMTEMUMN Takxke — TpomboumTo3 6onee 1500x10%/n.
K noTteHuvanbHbiM dakTopam pucka ANs UCTUHHOWN
NOMUUTEMUN OTHOCATCA NeNKounTos n 75% n bonee
MyTaHTHbIX annenein JAK2V617F [18, 28], ans acceHum-
anbHON TPOMBOLMTEMUN — NENKOLMTOS, MyTaLms n/mnm
romMo3uroTHocTb reHa JAK2V617F [12, 18]. Ha ocHo-
BaHUN 9TnX pakTopoB Oblv paspaboTaHbl aNropUTMbl
neyeHns muenonponudepaTnBHbIX 3a00EBAHUIA.

JleyeHue TpombouMTO308. PeakTuBHble TPOMOO-
LMTO3bl, HE3ABUCMMO OT MPUYNHBLI, CONPOBOXAAIOTCS
ryneparperauyer TpoMOoLnTOB, 4TO TpedyeT npodunak-
TUYECKOro Ha3Ha4YeHus aesarperaHToB. MMnepTpomooLum-
TO3 PE3KO YBEIMYNBAET PUCK PA3BUTUS apTepUasbHbIX 1
BEHO3HbIX TPOMOO30B, OHAKO B CBA3U C reTEPOreHHo-
CTblO rpynmnbl 60J/IbHbIX PEAKTUBHLIMW TPOMOOLMTO3aMM
0o0LLENPUHATLIE PEKOMEHOAUMM MO JIEYEHUIO TakuX na-
LMEHTOB OTCYTCTBYIOT.

Y 60bHbIX XMPYPrnyeckoro npoduisa ¢ TPOMOoLUTO-
30M 6onee 1500x10°/51 YyalLe BO3HMKAIOT TPOMOO3bI, YEM
kpoBoTeuyeHus [33]. 310 06yCnoBnEHO rmneparperaumei
KNeToK M 4acTo NPUBOAMUT K TEXHUYECKUM npobremam
NP1 NCNOJIb30BaHMM annapaTa NCKYCCTBEHHOIO KPOBO-
obpalyeHuns [14].

MpuemnembiM ypoBHEM TPOMOOLIMTOB 10 OnepaLmu,
Nnpu KOTOPOM He YBeNMYnBaeTcs puck Tpomdoremoppa-
rMYECKNX OCJIOXKHEHUI, CYNTAETCS UX KONMYECTBO MEHEEe
500x10°%/n, onTManbHbIM — Hke 400x10%/n [35]. OAns
ObICTPOr0 CHUXEHUS YPOBHS TPOMOOLIMTOB Nepes, one-
pauneit MeToaoM Bbibopa sBnsieTcs TpombounTtadepes,
0[HAKO B CBA3U C KPAaTKOBPEMEHHOCTbIO addekTa aTy
NpoLLenypy XenaTenbHO BbINOJHATL exxeaHeBHo [14, 20].
Mpu HepocTaTouYHOM 3P DEKTUBHOCTM BKCTPAKOPNopasb-
HbIX METOA0B NN HEBO3MOXHOCTW MUX MPOBEAEHUNS PS4,
ABTOPOB CYMTAIOT BO3MOXHbIM MPOBEAEHME LUTOPEOYK-
TUBHOW Tepanuun (rmapokCUMOYEBMHA) Nepe onepawmei

[35], ogHako Takoe neyeHne obnagaeT MyTareHHbIM
9P PEKTOM 1 HE MOXET BbITb LLMPOKO PEKOMEHOOBAHO Y
nauMeHTOB C HEOMYX0JIEBLIMU 3a601E€BAHNAMM.

Oco06ble CNOXHOCTN BO3HMKAIOT MNP HEOBXOANMOCTH
onepaTMBHOrO fievyeHnst y 60MbHbIX Myenonponmdbepa-
TUBHbIMMK 3a6oneBaHuaMn. Ipu 3TOM gaxe Npu KOau-
yecTBe TpomobouuToB MeHee 500x10°/n B 15% cnyyaes
BO3HMKAOT KPOBOTEYEHMS UAW OKKITIO31K cocyaoB [37].
M3 322 601bHbIX 3CCEHLUMaNbHOM TpoMbOoLUMTEMUEN, Ha -
6noaaBLLMXcs B KnHuke Malio, y 119 (37%) pa3Bunucb
TPpoOMOOTMYECKME UK FeMopparmyeckme OCloXHeHUs
[48]. B aTo cBSI3M 0 ONEepaumm Ha3Ha4aT LMTOCTaTUKKN
(npexne Bcero rmapoKCMMOYEBUNHY) C LIESbI0 CHUXKEHMS
KonuyecTaa TpoMbouunToB < 400x10°%/n [35, 42].

Haunbonee yeTkne pekomeHagaummn paspaboTaHbl ois
nieveHuns 60NbHbIX 3CCEHLMaNbHOM TpoMbounTEMUNEN, B
MEHbLLEN CTENEHN — UICTUHHOW nonvuutTemMmnen. B cooT-
BETCTBMM C pakTopaMun pucka, NnpuBeaeHHbIMI BbiLUE,
00JIbHble 3CCeHUManbHOM TpomMboumTeEMMEN pasnens-
totca Ha 3 kaTeropum [8, 11].

B rpynny BbICOKOrO pycka BXoAsAT naumeHTsl 60 n 60-
nee net n/unn nmetoLLmMe TPomMb603bl B aHaMHese. Kpome
TOro, B 3Ty KaTeropuio BKJIOYAOTCH INLA C KOJIMYECTBOM
TpombounToB Bonee 1500x10°%/n, a npm HanNM4YUKM nNpea-
LUIEeCTBYIOLWNX KPOBOTEYEHNIA — U NpU TpoMbBoLMTO3Ee
6onee 1000x10%/n, o0cOBEHHO NPV ANUTENBHOCTU 3a-
6oneBaHus 6onee 15 net.

B rpynny HU3Koro prcka Bko4aTcs 60J1bHbIE MOJIO-
e 60 neT npm OTCYTCTBUM KapANOBaCKYNAPHbIX GaKTo-
pPOB pucka 1 TPOMBOdUNNK. BONBHBIMY MPOMEXYTOYHOW
rpynnbl pyucka cumTatoTes nmua B Bo3pacTte ot 40 go 60
J1IET C YCTAHOBJEHHbIMM (PaKTOPaMM KapanNoBacKysipHO-
ro pucka (apTepuanbHas rmnepTeH3uns, caxapHblii gma-
O€T, KypeHune, rmnepxosiecTepuHeMunst) N KOJIMHECTBOM
TpomboumToB oT 1000x10%/n oo 1500x10°%/n.

Bcem 6051bHbIM 3cCceHUManbHoM TpoMboumTemMmnei
Ha3Ha4yaeTCs acnMpuWH, NauneHTam rpynrbl BbICOKOro
pucka — npenapaTtbl r’MAPOKCUMOYEBKWHDI, MLIAM MOJIOXE
40 neTt — npenapaTbl UHTepdepoHa unu aHarpenua, [8].
LleneBble ypoBHU TpomboLmTOB: 400x10°%/11 Nnpun TpOM6B0-
3ax B aHaMHe3e, 600x10°/n — npu ux oTcyTcTBUMU [8].

B rpynne npomMexyTo4HOro pucka LMTopeaykTuBHas
Tepanusa nokasaHa npu Haan4ymMn HEKOHTPOJIMPYEMbIX
KapOMoBacKynsipHbIX pakTopax pucka nnm Tpomoodunnm
[0 LeneBsoro ypoBHs TpoMmboumtoB (600x10°%/n). Maum-
€HTaM HM3KOro P1cka NPOBOAUTCS JIeHEHWE aCNNPUHOM,
NMOCKONbKY LIMTOPEAyKTUBHaA Tepanus He yMeHbllaeT
PUCK TPOMBO3MOBOSINYECKMX OCTIOXHEHWI [8].

JleyeHne acnMprHOM NMokasaHo BCEM OOJIbHbIM UC-
TUHHOM NONNLMTEMMEN, B FPYMIe BbICOKOro pycka (BO3-
pacT 60 1 6onee net/vnu NpeawecTByOLLME TPOMOO3bI)
HeobXxoaMMO OOMOJIHUTENIbHOE Ha3HaYeH e npenapaToB
rMAPOKCUMOYEBUHLI. LleneBble ypOBHU TPOMOOLINMTOB
NPV UCTUHHOW NOSIMLUTEMUM TakMe Xe, Kak Npu 9CCEH-
uranbHoi TpoMbouuTemmn: 400x10°%/n npu Tpombo3ax
B aHamHe3e, 600x10°%/n — npn nx otcytcTeum [28].

TpombouunTadepes y 601bHbIX UICTUHHOW MOANLIN-
TeMmuneln n acceHuuanbHo TpoMboumMTEMUNERn NCMONb-
3yeTCs pefKko B CBA3M C KPAaTKOBPEMEHHbLIM 3P HEKTOM
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npouenypbl U XOPOLLUM KOHTPONEM TpomMbOoLMTOo3a Npu
LMTOCTaTUYECKON TEPanum, 0AHAKO MOXET MPUMEHSTLCS
npv He0BXOAMMOCTM SKCTPEHHOI O CHUXEHWS KONTMYEeCTBa
TPOMOOLMTOB U CUJIbHBIX KPOBOTEYEHUSAX [47].

CBoOeBpeEMEHHOE BbIIB/IEHME TPOMOOUMTO3a, yCcTa-
HOBJIEHME €ro NPUYUHbI N AndhepeHUNPOBaAHHOE
Nle4EeHVE YMEHbLUAET BEPOSATHOCTb Pa3BUTUS TAXENbIX
COCYAMCTbIX OCIOKHEHWNI, YiyyLLaeT NPOrHO3 M Ka4eCTBO
XW3HW NALMNEHTOB.
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A.N. Bogdanov, V.V. Tirenko, Ya.A. Noskov, V.N. Semelev
Differential diagnosis of thrombocytosis in clinical practice

Abstract. The principles of differential diagnosis, treatment algorithms depending on the form of thrombocytosis, platelet
count and the risk factors of vascular complications are present.edé.7 There are three main groups of thrombocytosis: heritable,
initial, secondary. Family thrombocytosis is extremely rare and it is heterogeneous by genetic markers and clinical and
laboratory data. The main reason of initial thrombocytosis are myeloproliferative disorcfers (essential thrombocythaemia,
polycythaemia vera, idiopathic myelofibrosis). Secondary thrombocytosis most often observed in inflammatory and infectious
diseases, malignancy, iron deficiency anemia and after splenectomy. In the differential diagnosis of primary and secondary
thrombocytosis are important laboratory data. When platelet counts below 1000x10°/l increased risk of thrombocytosis
and hemmorage is not usually observed, but if thrombocytosis is presented then we should seek for serious illness and treat
it. Hypertrhombocytosis (higher then 1000x10°/l) is accompanied by increased risk of thrombohemorragic complications,
especially in patients with myeloproliferative disorders and often requires treatment. Adequate detection of thrombocytosis,
establishing its causes and differential treatment reduces the likelihood of serious vascular complications; improve the
prognosis and quality of life of patients.

Key words: thrombocytosis, hyperthrombocytosis, hereditary, primary, secondary, reactive, myeloproliferative diseases,
differential diagnosis of thrombocytosis, thromboembolic events, thrombosis prevention.
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