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NCTUHHASA NO/TMLUUTEMUA

DTOT TEKCT pa3paboTanu YneHbl rpynnbl MenonponmbepatBHbIX 3a60-
neBaHnin 2ctoHckoro OobeanHenns fematonoros Mapto XelriH, Xanimku
Kbigap, Mapuc MNapHat, Mapre Paxy, Kpeate Mnbec n Mups Bapuk.

MaTepnanbl nepesefeHbl U aganTMpoBaHbl Ha PYCCKUIA A3blk PeHaTe
Kaues-OnoHueBo.




UCTUHHAS NO/TMUUTEMUA

NcTUHHaAa nonuuteMus

UctuHHaa nonuuutemMms (B uTepatype MOXHO TakXe BCTPeTUTb
Ha3BaHue Polycythemia vera) aBngercs onyxoneBbiM 3a00neBaHneEM
KOCTHOIO MO3ra, KOTOpOEe OTHOCUTCS K rpynne MuenonpondepaTnBHbIX
3aboneBanuii. [pn aTom 3a60n1eBaHMN, NPUOOPETEHHbBIE MPU XNU3HW reHe-
TUYECKNE N3MEHEHWS, YBEIMUMBAIKOT MPOAYKLMIO KT1ETOK KOCTHOIO MO3ra,
B OCOOEHHOCTM KPACHbIX KPOBAHbIX Tenel,. [oCKObKY M3MEeHEHUS MPOonc-
XOAST Ha YPOBHE CTBO/IOBOM KMETKM, OTKyAa OepyT Hauyano KpoBdAHble
NNacTUHKK, KpacHble 1 6e/ble KeTKU KPOBW, B aHam3ax MoryT ObiTb
MOBbILLEHbI BCE TPW 3HAYEHUS.

MNonuuntemns B nepeBoge o3Ha4vyaeT MHOIro K/1eTokK.
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NCTUHHAS NOTMUUTEMUA

YpoOBeHb reMornobuHa y XeHwmnH 6onee 160r/n 1y My>xunH 6onee
165r/n, MOXeT cBMAETEeIbCTBOBATL O NOAUUUTEMUN. VICTUHHYIO MOANLM-
TeMUIO cnefyeT OTIMyaTbh OT BTOPUYHON MM peakTUBHOW, MpU KOTOPOW
apyrne 3aboneBaHusa NPUBOAAT K MOBbILIEHUIO YPOBHA reMornobuHa.
KomMneHcaToOpHO reMoriobuH yBenmunBaeTcs U Npu HegocTatke KUCI0-
pOoAa T.€ F’MNOKCUM BO3HMKAOLLAA NPU KYPEHWU, TEFOYHbIX 3a60/1€BaHMSX,
cepedyHon HegoCTaTOYHOCTM, anHO3 CHa U NMPU HAaxXoXAEeHUN B BbICOKO-
ropbe.

B Takom cnyyae ypoBeHb reMorio6rHa NoBbilLaeTcd He 13 3@ 0Ny X0NeBoro
npouecca v nNpu 3ToM CneayeT 1eYnTb/UCKIUYNTL GakKTop MOB/AEKLNA
TaKne N3MEeHeHUs.

Bpaq oueHMnBaeT He TO/TIbKO YPOBEHb reMornobunHa, Ho 1 3Ha4YeHne remaTo-
KpuTta. 3TOT NokasaTte/lb OLeHNBaET COOTHOLWEeHMe NAa3Mbl U SpUTPOUNTOB
B KpoBW. reMaTOKpl/IT MOXeT NOBbILLAaTbCHA MNP 06e3BOXMBaHUN, MOCKO/TbKY
CHIKeHne coaep XaHna XXNAKOCTN B OpraHnaMe npnBoanT K yMeHbLIeHUo
Konn4yecCTBa rnsjia3Mbl KPOBN.

Mpu 5ToM 3a601€BaHUN Tak e CHUXEH YPOBEHb SPUTPOMNO3TUHA, FOPMOHA
CTUMY/IMPYIOLLIMIA POCT KPACHOTO POCTKA KPOBMW.

VIcTMHHaga nonmumTemMusa peako BCTpedaemoe 3aboneBaHue, B roay
anarHoctupytot 2 cnydaa Ha 100 000 yenoBek. 3aboneBaHne MOXeT
BCTpeYaTbCs B M0O6OM BO3PACTHOM rpymnne, HO Yalle Bcero 3aboneBator
MY>U4MHbl B BOo3pacTe oT 50 net. BosHnMKHOBEHMe 3a60neBaHng eLle He
BMOMHE ACHO B 95% cnydasax o6Hapy>XMBaktOT MyTaUWio B reHe AHyc-2
KNH3bl (JAK2VE17F).

Mpy OaHHOW MyTauMM HAPYLLAETCS KOHTPO/b Had AeNeHNEeM KeToK, TeEM
CaMbIM YBENNYMBASA UX MPOAO/IKUTETbHOCTb XMU3HU. MyTaLns BO3HUKAET Y
NaLUneHTOB B TEYEHNN XXU3HN N MPUUYNHBI BOSHUKHOBEHNA NX HE N3BECTHbI.

3T0 MyTauuA B reHe He sABNsieTcs HacneacTBeHHom!

MpepynpeanTb 3a6oneBaHNe HEBO3MOXHO!




NCTUHHAS NOTMUUTEMUA

BeHO3HbIN TPOM603

HOpMabHbI Tpom603 ambon
KPOBOTOK rny6OoKUX BEH

HOPMa/TbHbI KPOBOTOK

-

3a6/10KMPOBAHHbIA KPOBOTOK

ApTepuanbHbi TPOM603




NCTUHHAS NOTMUUTEMUA

CvmnToMBbI

|_|pl/l NOCTaHOBKe AnarHo3a CUMMNTOMOB MOXET He ObITb, OHM BO3HMKAOT npu
HaKoMeHNM M3ObITOYHOIO KOMMYecTBa KPAaCHbIX KTETOK KPOBW. Obbem
KPOBW yBe/IMYMBaAEeTCA 1 OHA CTAHOBUTCA 6onee BA3KOM T.e BUCKO3HOM 13
3a Yero HapylwaeTca UMpKynauna B MeJIKMX COCydax KpoBW.

OcCHOBHble NpobeMbI:
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M 13 33 HapylweHns KPOBOCHAOGXEHUA MO3ra MOryT
BO3HMKAaTb TakMe CUMMNTOMbl Kak- Fro/1IoBHblE 60U,
HapyLWeHNA 3PEHNS, FTOTOBOKPYXXEHWNS, YCTanoCTb,

cnaboCTb, TPAH3UTOPHbIE ULIEMUYECKME aTaKu
(BpEMEHHOE HapyLUEHWS KPOBOCHAOXEHWS MO3ra).

[ | 3yn Koxun Bo3HmkaeT y 40% naumeHToB, 3y4 MOXeT
YCUANBATLCA NOCNE ropAYen BaHHbl CUIW CayHbl.

M MokpacHeHne KoxXu Nnua, NafoHew, CTynHen, yyLHbIX
. PaKoBWH 1 6e/1KOB rNa3.

' 95 M Gonv B MbIlWLAxX W/Wn cyctaBax.
~ M MosbileHne gaBNeHNsA, CUMNTOMbI CepaeYHO Heao-
CTATOYHOCTU U UWEeMUn cepaua.

M Lym B ywax.




NCTUHHAS NONTMUUTEMUA

B O6uwre cuMNTOMBI, TaKKe Kak CHXEeHue Beca, ycTa-
NOCTb M HOYHAA NOTMBOCTb.
M YeennueHne ceneseHkn unu CrnaeHoMmeranus
BO3HMKaET y 75% naumMeHTOB M MOXET Bbl3blBaTb
Takne CUMNTOMbI Kak ANCKOM®OPT 1 YyBCTBa nepe-
MOTHEHHOIO Xenyaka, pexe 601 B NEBOV HUXHEN

yactm xuBota. Y HEKOTOPbIX NMAaUMeEHTOB MOXeET
YBE/IMYMNBATLCH NEYEHb (Fel’laTOMeI’aﬂVlﬂ).

M Puick BO3HMKHOBEHMSA TPOM6G03a yBenmyeH B 60%
NoO CpaBHeHWO ¢ obulen nonynaunen, ocCobeHHo
y HE /IeYEHHbIX MaLUMeHTOB, Bbi3blBad OMacHble
ONA KN3HU OCTOXHEHWA. TpoMObl MOryT Haxo-
OMTCS B 4aCTax MecTax opraHuama- B ryOoKux U
NOAKOXHbIX BEHaX HOT, B COCyAax cepaua (Bbl3biBas
60NV B rPyaoHOM KneTke, B TAXENbIX Caydasax
nHbapKT cepaua), B cocygax rojloBHOro mMo3sra
(BbI3bIBAA TPAH3UTOPHbBIA WHCYNbLT), B COCydax
nerkux (TpomM6osMO0NVa Nero4YHoOm apTepun).

B CumnToMaMun HapyLEeHNA CBEPTbIBAEMOCTY ABS-
IOTCA - MOAB/EHNSA CUHSKOB, KPOBOTEYEHMUSA U3
CAN3UCTbIX HOCa W MNULLEeBapUTeNbHOro TpakTa,
KoTopble BcTpedatotca y 15-35% nauneHTos,
npexje BCEro Npu BbICOKOM yPOBHE TPOMOOLMTOB.

BB 3-5 pas noBsbilleH puUCK 0OPa30BaHWUS H3B
Xenyaka no CpaBHEHUO ¢ ooLer nonynaunen.

B Y 25% nauneHToB MOXET BO3HUKHYTb MOAArpa unw
NOBbILLEHNE YPOBHA MOYEBOW KMCOTbI.




NCTUHHAS NOTMUUTEMUA

OnarHoctnpoBaHue

VICTUHHYIO MOANUMTEMUIO ANArHOCTMPYET CNeumnanmncT no 601e3HAM KPOBHU
nnn rematonor. [Npn AnarHOCTMPOBaHWK ChepBa UCK/YaloT Apyrne
3a60/1eBaHNS BbI3biBalOLME YBENMYEHUA KNETOK KPOBMU T.€ BTOPUYHYIO
nonuunTeMuto. B aHanmsax MoryT HabnMtogaTbCs TakKMe N3MeHeHUsa Kak
- MOBbIWEHNS reMmornobrHa, remMatokpuTa, TPOMOOUNTOB, NENKOUMTOB,
MOYEBOW KUCNOTbI, BUTaMnHa Bb12 1 HU3KNIA ypOBEHb 3PUTPOMO3TNHA
(FOPMOH CTUMYNUPYIOLWLMIA KPpaCHbIA POCTOK KPOBW). 1A noATBEPXAEHNS
anarHosa Heobxoaumo onpeaennts JAK2V617F myTaumto, KoTopoe BCTpe-
yaetcay 95% naumeHToB.

Mpy Heo6X0AMMOCTM UCCNeayoT KOCTHbBIM MO3T, KOTOPbIA noaTBepxXaaeT
BblpaXKeHHOE U MHTEHCUMBHOE KPOBETBOPEHME KPAaCcHOro pocTka KPOBU.
Mpu ollynbIBaHUM XMBOTA MOXHO MOYYBCTBOBATb YBE/IMUYEHHYIO cene-
3€HKY.

JleyeHue

NCTUHHAA NOAULMTEMUA ABIACTCH HEN3MeUYMMbIM XPOHUUYECKUM 3a60/e-
BaHMeM. Mpu NNaHUPOBAHUN TeUYEHNE YUUTbIBAIOT PUCKWU BOSHUKHOBEHMN
TpoMO03a N KPoBOTEeUYeHUsA. BbiIGOP /1eYEeHNA 3aBUCUT OT HECKO/TbKUX
$aKTOPOBTAXECTb 3a601eBaHNs, 06LLEro COCTOAHNSA 3[0P0BbSA, BO3PAcCTa
nTa.

Y naumeHtoB Mmonoxe 60 neT, y KOTOpbIX HMKOrAa He Obl1o TPOMOG030B
puck o6pasoBaHnsa TpoMba HU3KUIA. Y OCTanbHbIX NaLUMEHTOB PUCK TPOM-
603a BbICOK.

CMbIC/T NeYEHNM 3aK/T0YaETCA B COXpaHeHnn KayecCtBa XN3HW, Npenot-
BpaLleHnn OC/TOXHEHNN CBA3AHHbIX C TDOM603OM N KpOBOTEYEeHUNAMN.

dnebotomuna

DTo npoueaypa Npu KOTopon n3 kposoobpalleHna yaansaetca 450-500 mn
(nHoraa n MeHblue, npuMmepHo 250 M) KpoBW. MNpun nomoLK 3TOW Npoue-
AYypPbl MOXHO ObICTPO YMEHbLLUUTL KOMMYECTBO IPUTPOLMTOB B KPOBMU,
Lenbto 31O Npoueaypbl ABASETCA CHUXEHNE remaTokpuTa Hke 54%. 210
npoueaypa noxoxa Ha NepenrBaHnsa KPOBM 1 B OCHOBHOM XOPOLLO nepe-
HocuTcs. MNocne npoueaypbl XenatenbHO NOTPE6NATb MHOMO XUAKOCTH,




NCTUHHAS NONTMUUTEMUA

OCHOBHYIO HaCTb BO3MeLLAoT Kanes/ibH1MUamMn.

Y naumeHToB Monoxe 60 feT, ¢ Mano BbIPaXXeHHON CUMNTOMATUKOW,
peryndapHaa ¢pneboTomMmna aBageTcsa eANHCTBEHHBIM METOAOM NEeYEHMS.
Y Opyrux naumMeHToB 3Ty npoueaypy coudeTaroT C APYrnuMu metogamu
neyennd. C yoaneHnem KpoBU BO3HMKAET xenesoaedunuunt, B CN1eacTBUN
yero nagaet ypoBeHb reMornobuHa B kposu. Kak npasuno ¢pnebotoMna
He B/IMSET Ha YPOBEHb TIENKOLNTOB 1 TPOMOOLIMTOB.

JlekapcTBa

B [na npenarctBua ckNenBaHWs TPOMOOUUTOB U CHUXEHME pUCKa
TpoM603a MCMONb3YIOT B HU3KOW 403€ aCMNUPUH (CepaeyHblil aCnpuH).
ACMMPUH MOXET BbI3blBaTb Pa3paxeHune CIM3NCTON Xenyaka, Bbi3biBas
4yBCTBa ANCKOMDOPTa, TOWHOTY 1 60/b. MIHOrAa TpebyeTca Ha3HauYeHnq
aHTUKOAryNnaHTHOroO NeYeHns (CpeacTsa NPenaATCTByOWME CBEPThIBA-
€MOCTU KPOBW), KOraa puck TpomOo3a 13 3a ConyTcTByOWMX 3aboe-
BaHWN O4EeHb BbICOKNI.

M ropokcrkap6amua U rMaPOKCUMOYEBKHA 3TO XUMUYECKII Npenapar,
KOTOPbIV NOAaBAAET BbIPabOTKY K/IETOK B KOCTHOM MO3re u ABISeTCH
CaMbIM 4aCTO MCMNOMb3yeMbIM NPENapaToM NMpu NeYeHN NOANLUTEMUN.
mopokcunkapbammg 3dPeKTMBHO TOPMO3UT CO3PEBAHME U OENEHME
KNEeTOK KPOBW, B CBA3M C YEM, MOTYT CHMXATbCA U APYTrMe KNETKWU KPOBU
(5pUTPOLNTBI M NENKOUNTBI). YUnTbIBaA BO3IMOXHbI SGGEKT npenapara
Ha M3MVLWIHWE NOAABNEHNE KNETOK KPOBW, OYEeHb BAXEH PerynapHbii
KOHTPO/b @Ha/IM30B.

Ha ocHOBaHWM pe3y/bTaToB KPOBM HA3HAYaeTCa M KOPPEKTMPYEeTCA
no3sa npenapara. [mapokcukapbamuna npuHUMaeTca BHYTPb B BuAE
Kancyn, B COOTBETCTBUN CO CXEMOW Ha3HAYEHHOMW reMaTo/IOrOM.

B o6uem npenapart XxopoLwo nepeHoCnTbCqd, OH MeeT Mano NO60YHbIX
OENCTBUIA 1 OHW 1erko XapakTtepa. MHorga npenapaT MOXET Bbl3blBaTb
YCTaNOoCTb, MNOTEMHEHNE KOXMN. PeKOMeHﬂ,yIOT nsberaTb 3aropaHung,
MOCKO/IbKY MOBbIWEH PUCK PAa3BUTUA paka KOXW.

MpuW NOSBNEHWUU A3B Ha KOXe UMK CAM3UCTBIX, 06 3ToM 0693aTeNlbHO
cnefyeT coobUWmMTE CBOEMY fledallemy Bpady!




NCTUHHAS NOTMUUTEMUA

M VnTepdepon-anbda BeLecTBO NOXOXKe Ha ApYyre NPOTUBOOMNYX0NeBble
N -BOCMNanuUTeNbHble BelleCTBa BblpabaTbiBaeMble OpPraHn3MoM. Takoe
nedyeHune npegnovntTaeTcs ANga nedeHua 6onee MonoablX NauMeHToB.
MNpenapaT CHMXaeT Kon4yecTBo TpoMboumntoB. MIHTepdepoH-anbda
BBOAMTCS MO KOXY B COOTBETCTBME C HA3HAYEHHOM BPAaYOM CXEMOW.
CaMbIM 4acTbiIM MOOGOYHBLIM 3OPOEKTOM ABAAETCA TPUNNONOA0OHbIE
CUMMTOMBI, KOTOPble Hanbonee BblpaXxeHbl B Havane ned4eHns: BbiICokad
TemnepaTypa, /o0MOTa BO BCEM TE/1e 1N MI0X0E CaMOYyBCTBHUE.

ana npeaorBpaeHna Taknx CMMNTOMOB peKoMeHayeTCd nepe ykKo/iomM
NPMHNMATb NapaueTamMosn M BBOOWTb Mpenapart neped CHOM. [NMo6o4HbIEe
0ENCTBUA Kak NPaBwW/IO NPOXOOAT NocC/e ANTNMTETbHOIO MCMNO/Ib30BaHNA.

M JAK-MHrMBKTOPBI 3TO FPpynna NPenapaToB, KOTOPbIE YMEHbLLAIOT pasmep
NeYeHn 1 KOIMYECTBO K/IETOK KPOBW, TEM CaMblM CMAryas CMMMNTOMa-
TUKY. DTV NpenapaTbl B 0OLLEM XOPOLUO NEPEHOCHATCH, MPY STOM HY>KHO
PEryNSpHO NPOBEPATb @HaN3bl M B COOTBETCTBUN C HUMU KOPPEKTH-
poBatb 403Y. [1py NCNoNb30BaHUM MHITMOUTOPOB JAK2 KnMHa3bl, MOTYT
y4alaTbCA BO3HUKHOBEHUS NHDEeKLUMW, HanpuMep nHbeKLMM MOYeEBbI-
BOAALMX NYyTEN, NN 060CTPEHUA XPOHUYECKNX MHPEKLMI (BUPYCHbIE
renaTuTbl, Ty6epkynes).

Pe3koe npekpalleHne npnema nekapcTBa MOXET Bbl3BaTb yCUNeHUe
paHee NPUCYTCTBYIOLWMX CUMMNTOMOB M MPUBE3TU K yxyauleHne obulero
camouyBcTBMA. Bo Bpema npuema JAK-mHrnbmnutopos ctomt nsberatb
ynotpebneHna rpenndpyTta n ero coka.

M Ouenb peako ucnonb3ayioT 6ycynbdaH u pochoput P32.

B AnnonypuUHON MCMONBb3YIOT ANA CHUXEHUS KOMMYecTBa MOYeBON
KUC/IOThI B KPOBW, N3OBLITOK €€ MoBpexaaeT nouku 1 cyctasbl. Coaep-
KaHWe MOUYEBOW KMC/IO0Thbl yBeIMUMBaeTcs npu HapylieHun metabo-
IM3Ma NMypPUHOB, NpW Nodarpe Uav npu pacnane 601bLOoro Koan4ecTsa
K/1ETOK KPOBMU.

M Bpay MoXeT Ha3HauNTb NPOTUBOANNEPTNYECKNE (AHTUMMCTAMUHHbBIE)
npenapaTbl 4Na 00NeryeHns 3yaa KOxMu.
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Yro MoXeT caenaTtb camMm NnaumeHT?

MN36eratb 06e3BOXMBaHMUA, yI'IOTpe6}'IF|Tb AOOCTaTO4HOE KO/IM4eCTBO
XMOKOCTU, OCOOEHHO npu noHoce.

[epxaTbCa B HOpMasbHOM BecCe, 3aHMMAaTbCs PerynsapHo crnopTom/
OUIKYNBTYPON.

l136eraTb Nprema xenesa CoaepXaLlmnx NpenapaTtos 1 NULLEBbLIX 4OOaBOK.
Ynotpebngemada efa Ao/mKHa OblTb 340poBad 1 cbanaHCcnpoBaHHa4.
KoHTponnpoBaTh AaBNeHNe, YPOBEHb XONeCTEPHUHA 1N Caxapa KPOBU.

OTKas3aTbCA OT KypeHus.

NporHos

Y 60MbUWMHCTBa NaUMEHTOB HOPMaslbHOE KOMMYEeCTBO KIeTOK B KPOBU
neyeHne KOHTPOMPYET HECKOMBbKO NeT. KauecTBO XM3HW nauveHToB
HOpManbHoe Ui 6M3Koe K HEMY, NMpu 9TOM OCOBEHHO He BAUAA Ha
noBceaHeBHble 06A3aHHOCTU.

CTOWUT TaK>Xe yUnTbiBaTb, UYTO TEeUEHME 3a00NEBaHUS MOXET OblTb OYEHb
pa3HbiM. Y 15-30% nauneHToB nonnumMTeMms passmnsaeTca B Mnenodmnobpos.

MNpn Mrenodnbpose HOpMaibHaA TKaHb KOCTHOIO MO3ra NMOCTEMNEHHO
3aMeLLaeTcsd BONNOKHUCTOM nan GuopoTMYEeCKON TKaHbIO UTO MPUBOANT K
BbITECHEHMIO HOPMA/IbHOIO KPOBETBOPEeHUS. KpoBeTBOpeHMe 4acTuyHO
nepexoanT B Cene3eHKy Bbi3biBag ee yBennyerHnd. Co BpeMeHeM Kon-
4ECTBO K/1ETOK YMEHbLUAETCH U NaLMeHTbl CTAHOBATCHA 3aBUCUMbI OT nepe-
NINBAHWUN LOHOPCKOW KPOBMW.

Y 5-10% 6onesHb NnepepoxaaeTca B OCTPYIO IeNKEMUIO.

Mpw OCTpOW Nenkemun BO3HMKaeT paspacTaHue 61acToB (Hespenble
OMyXO/eBble KNeTKM) 3TO 3HaUUTE IbHO YXYALaeT NPOorHo3 3abonesaHus.

Ha TeueHue 3aboneBaHWe WCTUHHOW MOMULUTEMUEN, HEBO3MOXHO
NOBNNATb, HO MOXHO MPEeAOTBPATUTE OC/TOXHEHNA CONYTCTBYIOLINE 3TOW
60n1e3Hu, CobM0aas PeKOMEHOaLMM Bpada 1 340P0BbIN 06pas XU3HM.
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