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JleyeHue acceHUunanbHom TpomMmbounTEMUN
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JleyeHue 3cceHuMasNIbHOU
TpoMbOouutTemMumn

LLlenn Tepanum 3cceHumasibHon Tpombouuntemun (3T):

e NpeaynpeanTb TPOMBOTUYECKME NN FreMopparnveckme 0C0KHEHUS;

* MUHUMU3NPOBATL PUCK NPOrpeccnpoBaHmns 3abosieBaHNsA € MCXO040M B NOcT-OT MP
nnan OMJI;

e KOHTPOJIMPOBATH CUMMNTOMbI UHTOKCUKALINN;

e NpeaynpeaunTb 0C/IOXKHEHUS B Cllydae 6epeMeHHOCTU, XUPYPrndecKkmx
MaHunynaumn',

LLeneBoe uucno TpomM6ouuTOB cocTasnseT ot 150 oo 400 x 10°/n.

MeToabl TepaneBTUYECKOro Bosaencrsus npu 3T °

e [IpounakTrKa TPOMOOTNYECKNX OCSIOXKHEHNN:

o NpouNakTUKa apTepuasnbHbiXx TPOMB0O30B: aueTuacanmumnioBas kmcnota (100
Mr/cyT), knonungorpen (75 mr/cyT), TuknonunavH (500 Mr/cyT);

o NPOoPUNaKTUKA BEHO3HbIX TPOMOO30B: HN3KOMOJIEKYIAPHbIE FrenapuHbl;

o rMepopasibHble NpsiMble MHIMBUTOPLI hakTopa Xa.

e LlnTopenykTuBHas Tepanus:

[¢]

rmapokcmkapbammnpg;

MHTepgepoH anbda-2b;

o MerniMpoBaHHbIN HTepdepoH anbda-2b nnn -2a;
aHarpenug.

[¢]

o

B cooTBeTCTBMM C FPyNnnoM pucka npeansiaraercsa NnoaTBepP>XAeHHbIW ONbITOM U
DaHHLIMN KOHTPOJIMPYEMbIX UCCIIEA0BaHUN aJIFOPUTM NledyeHus 6onbHbIX T,

e [1ns Bcex 60AbHbIX ™
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o NpounakTUKa cepaedyHo-cocyancTbiX 3aboneBaHnn (ycTpaHeHne hakTopos
pucka);

o npenapaTbl aueTunacannumnoson kucnoTbl (100 mr/cyT) nnmn knonunporpen (75
Mr/cyT), TuknonuguH (500 mMr/cyT);

°© NNaHoBble XNPYpPru4yeckme BMellaTenbCTBa N Ie4eHne y cToMaTosiora AOJIKHbI
ObITb OTNOXEHLI 40 HOpMaan3auum NnokasaTtenen TpomboumnTos. NMpoBoanmas
Tepanua AoJ1>XKHa bbiTb 3abaroBpeMeHHo (B COOTBETCTBUN C
hapMaKOKMHETUKON NPUMEHSAEMOro npenapaTa) npekpawieHa 40 onepaTUBHOIO
BMellaTeNbCTBa U NMPOAOJIKEHA Mocne.

o N5 6ONbHLIX FPYMMbl HU3KOrO pUcka — HaboaeHne' ™.
LnTopenyKTMBHasA Tepannsa nokasaHa B cieayouwmx ciydasnx:

o TpoMboumnTo3 6osiee 1500 x 10°/n;

o nepepg naaHoBbIMU XMPYPrnyecKMmMm BMeLlaTenbCTBaMuy;

o nporpeccupoBaHue 3aboneBaHunsa (yBenndyeHne Konmyectsa TpombounTos bonee
yem Ha 300 x 10°/n 3a 3 MecsiLa, NOsSIBIEHUE CIeHOMeraanu, nosiBieHne
cumnToMoB 0bLLero xapakrepa);

° 0CNOXXHeHUs (TpoMb0O3 Nnn KpoBOoTEYEHME).

o [1n5 6ONbHLIX FPYNMbl MPOMEXYTOYHOro pucka (BbIbOp NpenapaTa onpeaenseTcs
BO3pacToM 60sibHOro)"™:

o BO3pacT A0 60 neT: 1-9 imHng Tepanmn — HabnwogeHne, NOHa n/mnm
aHarpenupg; 2-a NIMHMA Tepanunm — rnapokcmkapbamug n/vnm aHarpenung;

o Bo3pacT bonee 60 neT: 1-A NUHUA Tepannum — rugpokcukapbammng; 2-a AMHUA
Tepanun — aHarpenug n/wnn W®PHa.

o 1N 60/1bHbIX FPYMMbl BLICOKOro pucka'®:

o po3pacT o 40 net: 1-a nnHna Tepanmm — UOHa u/mnn anarpenng; 2-a 1MHNS
Tepanun — rnagpokcnkapbammg;

o Bo3pacT bonee 40 neT: 1-9 NUHUA Tepannum — rugpokcukapbammng; 2-a AMHUA
Tepanun — aHarpenug n/wnan W®eHa.

Anroputm nevyenusa 3T B 3aBUCUMOCTHU OT rpynnbl PUCKa COrsiacHoO
nepecMoTpeHHOMY uHaekcy IPSET-thrombosis npeacrasneH Ha puc. 1°.
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OuJeHb HU3KKIA puUCK HeT ceppeyvHo-cocyamMcTeIx

haKTopoB prcka
Het Tpom60o30E B aHamMHe3e
Boapact= 60 he ECTb CEpaeyHO-CoCyancThIE AueTunca oBal He HasHauats
- b CEPAEYHO-COCYAMCTHI LETUNCANMUMNOBAR
Het myTaunn JAK2VE17F hakTopb! pucka KkucnoTa 1 pas e AeHs aLeTUNCanuUMnoByH
Kk1cnoTy GonbHbIM
¢ cuHapomom BunneGpanaa

— Habniopetve

e . HeT cepae4Ho-cocyamncTsIX ALEeTHNCanMUMNoBas
Huakuiz e haKTOpoR pyUcKa kwenoTa 1 unw 2 paza 8 geHs
Het TpOMGOSOB B aHaMmHes3e
Bospact = 60 net E o
” CTb CepOeYHO-COCYANCThIE eTHncanMuunoBas
MyTtauus JAK2V6E17F hakTopsl prcka ™| kvcnoTa 1 nnwn 2 pasa s AeHs
. - HeT cepaeYHo-cocyaueThIx
MpomMeXyTOYHLIA pUCK (baKTOpOB pHGKA HatBriopenve — FiaporcHKapGammn
Het TpOM603OE B aHaMmHes3e +
Boapac'r > 60 net = i AueTuncanuunnosas
o CTb CEpPOEHHO-COCYANCTLIE eTHNcanMuunoBas KucnoTa 1 pas B AeHb
Het myTauum JAK2V617F haKTopL! pUcka wicnotaipassgsHs ||
. ApTtepuansHsie TpomBo3el MaopokcukapBamug
BeIcOKUiA pucK B aHaMHe3e +
TpomBoabl B aHamHese AueTuncaniumnosas
WU KucnoTa 1 unu 2 pasa B AeHs

Boapacrt = 60 ner
1 myTauus JAK2VE17F BeHosHble TpoMBo3bl MapokeukapBamun MyTaums JAK2VET7F AuyeTuncaniymnosas
+

B aHaMHe3e

Cepae4Ho-cocyancTbie *|  kacnota 2 pasa & aeHe

AHTVKOBMYNAHTE hakTopel pucka

PucyHok 1. Anroput™m nedeHuns 3T B 3aBUCUMOCTM OT FPYMnbl PUCKa COrsiacHo
nepecMoTpeHHoMy nHaekcy IPSET-thrombosis*

KpuTepuun KNINHNKO-reMaTosIorM4eckoro oTeeTa npu nedeHnmn 3T npencraBrsieHbl B Tabn. 1.

Tabnuua 1 — Kputepmm KJIMHUKO-reMaTosIorM4eckoro oTeeTa npu aev4eHun 3T°

A AnutenbHoe* pa3spelleHne cBsi3aHHbIX C 60Ne3HbI0 MPU3HAKOB, BKJOYas
nasnbNMpyeMyto renaTocnieHoOMerasnamnio, 3Ha4YnTebHoe yayyleHne cuMnTomos U

OnnTenbHas* HopManu3aLmsa nokasaTesnen nepudepuyeckoin Kposm: TPOMBOLNTbI <
400 x 10°/n, nenkouunTbl < 10 x 10°/n, oTcyTcTBUE NnenkospuTpobnactosa U

C HeT npu3HakoB nporpeccupoBaHnsg 3abonesaHus.
HeT remopparmyecknx nnm TpoMboTUYECKUX OCNOXXHEHN

D FMcTonornyeckuin oTeeT (MCYE3HOBEHNE FNMNEpPrniasnym MerakapmoumuTos 1
OTCYTCTBUE PETUKYJINHOBOIro hnbpo3a Hosee yem 1 cTeneHn).

A OnntenbHoe* paspelleHne CBsA3aHHbIX C 6onesHbo NMPM3HaKoB, BKJIIOYaA
nanbnupyemyto renaTtocrnjeHoMerananto, 3Ha4ynTesibHoe yay4ueHue cmmnTtoMmos U

OnntensHaa* HopMmanusaumsa nokasaTtenen nepndepmnyeckon Kposu: TpoMboLUTbI <
400 x 10°/n, nenkoumnTbl < 10 x 10°/n, oTcyTcTBUE NnenkospuTpobnactosa U

C HeT npmn3HakoB nporpeccupoBaHns 3abonesaHus.
HeT remopparmyecknx nam TpoMboTUYeCKnX 0CNoXXHEHNN



D HeT rucTtonormyeckoro oTBeTa (COXpaHAeTCs runepnnaasns MerakapmoumnTos).

Jliobon 0TBET, KOTOPbLIN HE COOTBETCTBYET KPUTEPUAM HaCTUYHON PEMUCCUN.

TpaHchopmauna 3abonesaHnsa B NocT-3T Mmenopunbpos, MmenoamcnaacTuyecknii
CUHOPOM, OCTPbIN JIENKO3.

MpuMmeuyaHue.

* MpoOo/mKNTENbHOCTL OTBETa HE MeHee 12 Hepenb.

CnUCcoK nuTepaTypbl
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