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Mpe3uaeHT 1 ncnonHUTENbHbIN AnpekTop, Leukemia & Lymphoma Society

Ob61ecTBO 110 60pB6E C Netikozamu u mumdomamu (Leukemia

& Lymphoma Society, LLS) — kpymHerinras MeXXgyHapoRHast
H0oOpOBOJIbYECKAsA MEAMIMHCKAsA OpraHy3alys, KoTopas paboTaeT Hap
IIOJICKOM METOJOB JIEIeHVIsI TALMEHTOB CO 3/I0Ka4eCTBEHHBIMI OOTIe3HsAMM
KkpoBu. Harra opraHusarnyst mpegocTaBisieT MCCIeOBaTeIbCKIe TPAHTH
I1A pa3pabOoTKM MHOTUX Hanborlee IepCeKTUBHBIX HaIlpaB/IeHNIt,
ABJIAETCS OCHOBHBIM MICTOYHIKOM OeCIIaTHBIX MH(OPMAI[VIOHHbIX
MaTepuajoB O 37I0Ka4eCTBEHHBIX OOJIE3HAX KPOBM, aKTHBHO 3aHUMAETCA
IIPOCBETUTE/IbCKON eATe/IbHOCTDIO M OKa3bIBaeT MOMICPXKKY Hal[ieHTaM;
KpOMe TOT0, MBI OTCTalBaeM MHTEPeChI ITAIVeHTOB VI WICHOB UX CeMel,
[IOMOTast ¥IM IIO/Ty4aTh KaueCTBEHHYIO, JOCTYIIHYIO ¥ KOOPAMHUPOBAHHYIO
MEMIIHCKYIO IOMOILb.

C 1954 ropa Halla OpraHM3aLA CTY>KUT TBVDKYLIEN CHIION

IIPAKTUYIECKN KKIOr0 3HAYMMOT'O JOCTVDKEHNA B JIEYeHNI TALIEHTOB
CO 3/I0Ka4eCTBEHHBIMY O0/Ie3HAMY KPOBI. MBI MHBeCTHpPOBay 6onee

1 MuwIMapyia JO/IapOB B HAYYHbIE UCCIEOBAHNA, HATIPAB/IEHHbIE HA
COBEpIIEHCTBOBAHME METOIOB JIeYEHMA U CIIaceHMe Xu3Hell. brarogaps
HAYYHbIM JIOCTVDKEHMAM VM PACIIMPEHNIO JOCTYITHOCTH Ty 4IINX METOJOB
JIe4eHVA CPOKM BBDKIMBAEMOCTY IIPU MHOTUIX 37T0Ka4eCTBEHHBIX O0Me3HAX
KPOBU YBE/TMYWINCD B [IBA, TPU I TaXKe YEThIPe pasa.

Ho mb1 €III€ OYECHDb TA/ICKN OT NOCTVMXKECHUA OCHOBHOII oenmn.

IToxa He GyzeT HaliIeHO CPEICTBO, TO3BOJIAIOLEe TIOJTHOCTDIO M3/IeYNBAaTh
3/I0KaYeCTBEHHbIE 0OIE3HY KPOBM, MBI Gy/ieM IIPOJO/DKATh YIIOPHO
paboTaTh — (MHAHCKPOBATH HOBDbIC HayYHbIE MICCTINOBAHIIA, CO3[JaBaTh
HOBbI€ IPOIPaMMBI 1 TIPEOCTAB/IATh HOBbIE YC/TYTH MallMeHTaM, a TAKxKe
HPEJOCTAB/IATD UM MH(POPMALNIO O 3/I0KaUeCTBEHHBIX 00/IE3HAX KPOBU

1 O IIOJIE3HBIX Pecypcax.

B aT0i1 6poliiope cofep)KaTcs CBefieHNs, KOTOpbIe TOMOTYT BaM 60IbIie
Y3HATb O MUEIONPON(EPATUBHBIX 3a00/IeBaHMAX, CHOPMYIMPOBATH CBOU
BOIIPOCHI I HAIITV HAa HUX OTBETBI, Y3HATD O [OJIE3HBIX PECYPCaX, a TAKKe
60J1ee IPOJYKTUBHO 0OMIATHCS ¢ MEULIMHCKMMI PabOTHMKAaMU, KOTOPbIe
OKa3bIBAIOT BaM ITOMOLLIb.

Mpe! BepyM, 4TO KOra-HIOY/b /100 BCe MAL[VEHThI ¢ MUETOIposigepa-
TUBHBIMY 3a607IeBaHMAMM OY[YT M3/I€YEHBL, MO0 YHACTCS YCIIEIIHO
KOHTPO/IMPOBATD TeUeHIEe TOTO 3a00/IeBaHIs, 00eCIednBast BHICOKOE
KayecTBO SKM3HM. MbI HajleeMcs, UTO Halll OITBIT, 3HAHNUA U PECyPCHI,
HaKOIUICHHbIE Ha CETOHALIHIIA JleHb, MU3MEHAT BAIly KM3HD K JTy4dIIeMY.

il

JIyn Ix. Jemxennapo (Louis J. DeGennaro, PhD)
IIpe3udenm u ucnomHUmMenvHoiti OUpexmop,
Leukemia & Lymphoma Society
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bnarogapHocTu

Leukemia & Lymphoma Society BbipaskaeT I/Ty60KyI0 6/1aroBapHOCTD 33 Ba>KHBII
BKJIaJ] B COCTAB/ICHNE JAHHOJ ITyO/IMKALMN,  TAKXKe 32 KPUTUYECKIe 3aMedaHs:

II>xony Mackapenxacy (John Mascarenhas, MD),
axbIOHKT-TIpodeccopy MeguiuHbl (Associate Professor of Medicine),
IIporpamma mueronponugpeparnBHbIX 3a00/I€BAHMIT,
Onkonornyeckuit mactutyt Trma (Tisch Cancer Institute),
reMaToIOTNYeCKOe/ OHKOIOTMIeCKOe OTIe/IeHITe

(Division of Hematology/Oncology)

IlIxoma megnuyHbl MayHT-CriHaii

(Mount Sinai School of Medicine)

New York, NY

JanHast my6IuKanysa NpefHasHaYeHa TOMBKO /IS 03HAKOMUTENbHOTO YTeHys. [JlanHas
6pouropa pacnpocTpaHAeTCA B paMKax o01iecTBeHHOII AeaTenbHocT LLS, ¢ Toit

OI‘OBOPKOﬁ, yTo LLS He oka3pIBaeT MEIUIIMHCKNE VIV MHBIC npo&beccmonanbﬂme ycnyru.

MuenonponudepaTieHble 3a001€BaHMA
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BBegeHune

B manHOI1 6poIIiope comep>KUTCst MHPOPMALVIS A/Is TALMEHTOB U WIEHOB UX ceMell

0 3/I0Ka4eCTBEHHBIX MIeIONpondepaTnBHbIX 3aboneBanusx (MII3, anrmiickas
ab6pesunarypa — MPN). MII3 — sto rpymnma 6omesHelt KpOBM, XapaKTepU3YIOLNXCS
M30BITOYHON PO YKIIVEIl OJTHOTO W/IVM HECKOJIbKIX TUIIOB KJIETOUHBIX 9/IEMEHTOB
KPOBI: 9pUTPOLUTOB, JIeHIKouuToB 1 (1wm) TpoMbouuros. Kak npasumo, MII3
Pa3BUBAIOTCA MEIJICHHO, ¥ IpK pa3HbIXx MII3 nmopaxaloTcsi pasHble KIeTOYHbIe
97IeMEeHTBI KPOBY. Y MHOTIMX ITaiyeHToB ¢ MII3 mpu ycmoBuu Hafitexalero
MEUIHCKOTO HAOTIONEHNS U JIEIeHNST MOXKET He OBITb HUKAKUX KIIMHIUYEeCKIX
IPOSIBJIEHWIA, MIY OHY MOTYT ObITh MUHVMA/TbHBIMY HA IIPOTSDKEHNY J/IUTENBHOTO
BpeMeHIL.

Boigensitor Heckombko popm MIT3, Tpu 13 KOTOPBIX TPAAMULIMIOHHO OOBEIMHSIOT BMeCTe
13-3a OOIVIX IIPY3HAKOB. DT TPpU 3a00/IeBaHVA YaCTO HA3bIBAIOT «K/IACCUYECKUMI»,
«oTpuLaTenbHbIMU 110 XyMepHoMy reny BCR-ABL» 1 «oTpuiiaTe/IbHbIMU IO
¢dunanenbUicKoit XpoMocoMe». ITO CIeNyIOLe 3a00/IeBaHN:

O Mcrunnas nommuremus (MI1, anrmiickas ab6pesuarypa — PV)
O OccenuuanpHas rpombonuremus (9T, anrmmiickas abopesnarypa — ET)
O Muenodubpos (M®D, anrnuiickas abbpepuarypa — MF)

A1n tpu popmbr MII3 oTHOCSTCS K penkuM 3aboneBanusam. B CoennHeHHBIX
[ITarax mpoxxuBaT npuMepHO 148 000 YeroBeK ¢ MCTMHHOMN NMOULIUTEMUE,
oko710 134 000 uenoBeK ¢ acCeHIMaIbHOI TpoMbonmTeMIelt 1 0Koso 13 000 yemoBek
¢ Muenogpuopo3om.

[aHHas Opolopa IMaBHBIM 00Pa3oM HOCBSIeHa KIMHITIeCKIM [IPOsIBIEHIISIM,
AMArHOCTMKE VI JIEYeHNIO ICTVHHO ITO/IMIITEMIU, 9CCEHLIMAIBHON TPOMOOLIMTeMII
u Mreno¢pubposa. Kpome Toro, B Hee BK/IIOUEHO KpaTKOe OIMCaHVe HOPMaJIbHOTO
COCTOSIHMSI KTIETOK KPOBMY ¥ KOCTHOTO MO3Ta, a TaK)XKe C/I0Bapb MEAVIINHCKIX

TEPMUHOB, YTOObI YUTATE/II JIyYllle TOHSIN IPUPOAY STUX 3a00/IeBaHMIL.

Pecypcbl n uHpopmauma

LLS 6ecrmatHo mpegocTasiisieT MHGOPMALINIO M YCIYTY TALieHTaM CO
37I0Ka4eCTBEHHBIMY OOIE3HAMI KPOBH I WIEHAM UX ceMell. B aToM paspene
OpOLLIIOPHI TepeYNC/IeHbI Pa3Hble [T0/IE3HbIe PECYPCHI, KOTOPbIe BaM JOCTYIIHBL.

Ora nH}pOpMaLMs TOMOKET BaM Y3HATh G07Iblile 06 9TUX 3a00/IeBaHMsAX,
chopMyIMpOBaTh CBOY BOIIPOCHI [IsI Bpadeil, a TAK)Ke MAKCUMa/IbHO VICIIO/Ib30BATh
3HAHMSA Y HaBBIKU MEIMIIMHCKOTO [IEPCOHAA.

ﬂnﬂ nojsiydyeHuA noMmowun n AOHOHHI/ITeﬂbHOI;I de)opmal.wm

06paT|/|Ter K KOHCYJIbTAHTY. K KOHCY/IbTaHTaM OTHOCATCA cOLjMa/IbHbIE
pa6OTHI/IKI/I, MEIVIVHCKNE CECTPBI U CIIELMAIMCTDI II0 MEAMIVMHCKOMY
IIPOCBELIEHNIO C MaI‘I/ICTepCKOﬁI CTeIleHbIO U CIiellnanmu3alyeil B OHKOTOTUN. Y Hux

cTp. 2 800.955.4572 www.LLS.org



MOXXHO ITO/TY4YUTD aKTYya/IbHYIO I/IH(l)OpMaI_H/IIO 0 3/I0Ka4eCTBEHHBIX 60/Ie3HAX KpoBI
1 O JIeYEeH UM 3TUX 3a00/IeBAHMIL. H]IH TOTO YTOOBI CBA3ATHCA C KOHCY/IPTaHTOM:

O mnosBoHuTte 110 Tenedony (800) 955-4572 (ITu - IIt, 9:00-21:00
[CeBepoamepukaHCKOe BOCTOYHOE BpeMsi])

O w1 oTIpaBbTe COOOIIEHE IO afpecy NeKTPOHHOI mouThL: infocenter@LLS.org.

O Tlocerute caiitr www.LLS.org/informationspecialists (na 9Toit cTpaHue caiita
€CTb CChIIKA /TSI BXOJA B )KMBOIT 4aT).

Bbl MO)KeTe 3aIPOCUTD ITOMOIIb PO ECCHOHATBHOTO EPEBOIUMKA, €CITI
aHIJIMIICKUIL He ABJISIETCA BalllM POJHBIM A3BIKOM. BaM ciemyeT no-anrnmmiickn
COOOIIVTD KOHCYIBTAHTY O CBOEIT TOTPeOHOCTH B IiepeBofuMKe. B TakoMm cnydae
KOHCY/IbTQHT OpTraHM3yeT IIOMOIL[b IIePEeBO/IYMKA BO BpeMs Tele()OHHOTO 3BOHKA.
Yemyru ycTHOTO HepeBofia IpefoCcTaB/LATCA Ha 170 A3bIkaX; cOOOIeHNs IO
97IEKTPOHHOII [T0UTe U OOII[eHIe B )KUBOM YaTe BO3MOYKHBI TO/TBKO I0-aHIIMIICKIA

BecnnatHble nHpopMaLoOHHble MaTepuanbl. LLS 6ecriaTHO pacipocTpaHser
MaTepuaibl Ojd O6y‘{eHI/IH " IOAAEP KK ITallVIEHTOB. Shvii MaTepyanbl JOCTYITHbI
OHJIAITH, KPOME TOTO, Y KOHCY/IbTAHTA MOYKHO 3aIIPOCUTD UX IT€YaTHbIE BEPCHUIL.
Bornee noppo6Has nndopManus conep>Kutcs Ha caiite www.LLS.org/booklets
(Caf/lT Ha aHIJINIICKOM SA3DIKE; MAaTEPpHMAJIbI JOCTYIIHDI HA aHI‘)'II/H?[CKOM, JICITAaHCKOM

1 (HPaHI[Y3CKOM S3BIKAX).

O6yuatowme nporpaMmmbl no TenedoHy/oHnanH. LLS mpoBogut 6ecrmarHbie
ob6ydarone 3aHATIA 10 TeepOHY WM Yepe3 MHTePHeT (C UCII0/Ib30BaHeM
BUJICOPO/IMKOB) [/IS1 TIALMEHTOB, PORUTEIEN, OIIEKYHOB U MEAMUIIMHCKIX PabOTHIKOB.
Bornee noppo6Has nHpopMays pasmelieHa Ha caiite www.LLS.org/programs
(cTpannna caiita Ha aHITIMIICKOM fA3bIKe; HEKOTOPbIE MaTepyasibl I BUICO3AIINCH
TOCTYIIHBI Ha Pa3HBIX A3bIKAX, B TOM YICJIe Ha VICIIAHCKOM, (PPaHIy3CKOM,
HOPTYTalTbCKOM, KUTAICKOM, HEMEI[KOM U IIBEeJCKOM S3bIKaX).

HenpepbiBHOe MeaguuMHCKOe o6pasoBaHme. LLS mpepiaraet 6ecraTHbie
IIPOrpaMMBI HEIPEPLIBHOIO 00pa3oBaHysA Iyl MEAULIMHCKIX pabOTHUKOB. boree
noppo6Hast MHGOPMALVISL COfEPXKNUTCS Ha CajiTe OpraHM3aly 110 CChUIKE
www.LLS.org/ProfessionalEd (1a anrnmmiickom A3bike).

O6LecTBeHHbIe pecypcbl U CeTH

Coob6uiectBo LLS. Orot nHTEpHET-POPYM IPEICTaB/IAeT CO00IT BUPTYaTbHOE MECTO
BCTpeul, I7ie MAIMEHTHI ¥ X O/IM3K1e MOTYT MOOOIIAThCSA C IPYTVIMM TAIieHTaMu

VI IOJTY YN Th TIOC/IEHION NH(POPMALINIO O 37I0Ka4eCTBEHHBIX O0/Ie3HAX KPOBU

VI ICTOYHMKAX IIOMOLLY ¥ HOZfiepKKi. TTofieiTech CBOMM OIBITOM C IPYTUMM
HALMeHTaMM ¥ YXaKMBAIOIVIMY JIMLIAMI 1 OTY4NTe MHAVBULYATbHYIO TTOIEPYKKY OT
KBa/IMpUIMPOBaHHOrO nepcoHana LLS. [t Toro 4To6b! IpUCOENHNUTLCA K GOpyMY,
HOCeTHTe CTPAHNUILy caiita www.LLS.org/community (Ha aHIIMIICKOM sA3BIKe).

MuenonponudepatieHble 3abonesaHvs | cTp. 3



Ex<eHefienbHbIl1 4aT B peanbHOM BpeMeHWN. MozepupyeMslii 4aT B peanbHOM
BPEMeHU TIPEfOCTABIISIET BO3MOXKHOCTD OHKO/IOTMIECKIM ITAI[MIeHTaM [OIydaTh

HOJIfIeP>KKy 11 0OMeHMBaThCst MHGopManyeit. [I1s Toro 4To0bl MpUCOEMHNTHCS
K 4aTy, IOCeTUTe CTpaHmuy caiita www.LLS.org/chat (Ha aHITIMIICKOM sI3bIKe).

PernoHanbHbie otaenenms LLS. LLS npenocTaBisgeT MOARepXKy 1 yCITYyTH Ha
ypoBHe coob11iecTB B pasHbix pernonax CIIIA n Kanajpl, BKIr09as mpoBeyieHne
nporpammsl Patti Robinson Kaufmann First Connection Program (mporpamMma
B3aMIMOIIOMOII[Y ), OPTaHM3AIIMIO JIMTYHBIX IPYIII OfIIEPIKKY, & TAKOKe CITYXKUT
VICTOYHMKOM JIPYTYX BaKHBIX PecypcoB. JI/1 Toro 4To6sl y3HaTh 6071bIIe 06 3THX
IporpamMmax 1 06paTuThcs B O/vbKaiiiee noppaspeneHye LLS, mosBoHute mo
tene¢ony (800) 955-4572 ¥ IOrOBOPKTE C KOHCYIBTAHTOM, /IO0 IOCETUTE CANT
www.LLS.org/chapterfind (1a aHrmmiickom sA3bIke).

Apyrue opraHusayuu, noMorarowume nayneHTam n nx cembam. LLS
IpefoCTaB/IAeT OOLUIMPHBIIT IepedYeHb OpraHM3aLiL, IpeIaralolyX o/Ie3Hble
YCIyTH TTanyieHTaM 1 X ceMbsAM. OH BK/IIOYaeT OpPraHN3alNy, IPeOCTAB/IAONIVE
(MHAHCOBYIO OMOIb ¥ KOHCY/ILTAIMIOHHBIE YCTYTH, IOMOTAOLIE IIePEBO3UTD
IAIVIEHTOB Y YXa)XMBATh 38 HUMI,  TAKXKE YIOB/ICTBOPSIOLINE APYIUe MOTPeOHOCTI
IALVIEHTOB U UX ceMeil. Boree moppo6Hast mHGOpMaLVsE COIEpKNUTCS Ha caiiTe
opraHmsanuy 1o ccoiike www.LLS.org/resourcedirectory (Ha aHITIMIICKOM SI3BIKe).

KnuHunueckne nccnepoBaHmnsA. B KmHIYeCKNX NCCIEOBAHMSX TPOBOASATCS
JVICTIBITAHVS HOBBIX METOJIOB JIeUeHYIsI TALMEeHTOB. ITalne Tl MOTyT 00palaTecs

B LLS, 4T06bI y3HATH O KIMHNYECKIX UCCTIENOBAHMAX U O TOM, KaK IIOTyIUTh JOCTYII
K METOJaM JIeYeHVIs], IPEeIOCTAB/IIEMbIM B PaMKaX 3TUX KIMHIYECKIX HAYIHBIX
uccnenoBanmit. [l nonydenns 6onee nogpo6Hoit MHGOPMALM TO3BOHNTE 10
tenepony (800) 955-4572, 4TOOBI HOrOBOPUTH C KOHCY/IbTaHTOM LLS, KOTOpBDII
[IOMOYKET HATV TOAXO/sIIIee KIMHITIeCKoe uccmefoBanue. [Ipu HeobxopmmocTn
BO3MOXKHO MH[VMBHU/Iya/IbHOE KOHCY/IBTMPOBaHME II0 BOIPOCAM y4acTHs

B K/IMHNYECKIX UCCTIEJOBAHMSAX, KOTOPOE IIPOBOAITCS MEAMLIMHCKIMI CECTPaMu,
IPOLIEAIIIMY CIelMaIbHOe 00yYeHIe.

3awwmra npas n nHTepecoB. Oduc LLS o Bonpocam 06111eCTBEHHOI IOMTUTUKN
IIpYBJIeKaeT JOOPOBOJIBLIEB /IS IPOMBIDKEHIS IIOIUTIYECKUX Mep U 3aKOHOB,
YCKOPSIIOLIMX Of0OpeHIe HOBBIX METOROB JIeUeHIsI 1 IIOBBILIAIOLIVX JOCTYIIHOCTD
Ka4eCcTBEHHO MeMIMHCKOI oMoy, JIyis1 monmydeHns 60see mofpo6Hoit
nHbOpMaLK T03BOHNTE 110 TeneoHy (800) 955-4572, 4TOOBI TOTOBOPUTD

¢ KoHcynbranToM LLS, m6o nocernre caitt www.LLS.org/advocacy

(Ha aHITIMIICKOM SI3BIKE).

[AononHutenbHasa nomoLb Ansa 0co6bIX rpynn HacejiieHnAa

Ycnyru no nepesogy. Coo061inTe Bpauy, e/ aHIIMIICKIIT SA3BIK /I BaC HEPOJHOIL,
1 BBI HY>XK/JaeTech B YC/Iyrax MpodeccroHaIbHOrO IepeBOfuMKa, TOBOPSILEro Ha
BallleM A3BIKE, VIV BaM HY>KHa JIpyras IOMOIIb, HAIIPUMED, CypAOIEPEBOAYNKA.
YacTo 5TM yCiIyTy BO BpeMs OKa3aHMA MEAVIITHCKOI IIOMOIIM ¥ B HEOT/IOKHBIX
CUTYaLVAX MPEJOCTAB/AIOTCS OeCIUIATHO /IS AIMEHTOB U WIEHOB MX CEMEIL.

cTp. 4 800.955.4572 www.LLS.org



Aetun. MII3 y meteit Bo3HUKAIOT pefiko. CeMbl CTA/KMBAIOTCS C HOBBIMU

I He3HAKOMBIMM METOfIaMI1 1 TIPOTOKOJIAMI JIedeHMs. B mofiep>kke MOryT
HY)X/JaTbCs1 BCe WIEHBI CeMbU — OOJIbHOI PeOeHOK, er0 pOfuTeNit, OpaTbs 1 CeCTPHI.
[ns mony4enns 6onee noppo6HOI nHGOpPMALN:

O TlosBounure 1o Tenedony (800) 955-4572, 4TOOBI HOTOBOPUTD C KOHCY/IBTaHTOM.
Cupocure o mporpamme Trish Greene, 11e/1b KOTOPOT COCTOUT B IIPEFOCTABIECHNI
HIOMOLIY CeMbSIM C IeTbMI, KOTOPbIe BO3BPAILAIOTCS B IIKOJTY ITOCTIE
IPOXO>KACHYISI JIEYEHNSI OT 3/I0Ka4eCTBEHHOIT 60/Ie3HI KPOBIL.

O Tlocernte cTpanmiy caitra www.LLS.org/booklets, uTo6b1 03HAKOMUTLCA
¢ my6onuxanyeit mog, HassauueM Coping with Childhood Leukemia and Lymphoma
(cTpaHmIa caifTa Ha aHITINIICKOM fI3bIKe; IyO/IMKAINA JOCTYIIHA Ha aHI/IMIICKOM
VL VICTIAHCKOM SI3bIKaX).

Boikuewme B World Trade Center. Jlniia, HemocpencTBEHHO TOCTPaaBIIie

pu arake Teppopuctos 11 centsa6ps 2001 ropa, y KOTOPBIX BIIOC/IEACTBUY ObIIO
AVArHOCTVPOBAHO 3I0Ka4eCTBEHHOE 3a00JIeBaHNe KPOBI, MOTYT VIMETb IIPaBO

Ha nony4eHne nomoty ro nporpamme World Trade Center Health Program
[IIporpamma OKasaHVsI MEAUIIMHCKON IIOMOIIM BBDKMBILIYM B TEPPOPUCTUYECKON
aTaxe Ha BceMupHbIit TOProBolil LieHTp |, puHaHCUpyeMort IleHTpamy 10 KOHTPOITIO
n npo¢duakTike 3aboneBanuit (anrmmiickas ab6pesuarypa — CDC). ITomors 1o
3TOJ IporpaMMe MMEIOT ITPABO MOTyYaTh:

O Crhacarenu

O Paboune 1 fOOPOBOTIBLIBI, HOMOTABLINE B IPOBETEHNN CIIACAaTeNbHbIX
U BOCCTAaHOBUTE/IBHBIX paboT u pacunctke teppuropuit World Trade Center
U Ipuexamux reppuropuit B Hero-Vopke

O BppKuBIINME, KOTOPBIE HAXOAMINCH OO0 B parioHe katactpodsl B Heio-Vopke,
760 MpOXKMBaIM, paboTaIV WM ITOCELIA/N KOy B IIOCTPafiaBIleM paioHe

O Cmnacareny, paboTaBlie Ha MeCTax KpylleHs camoneTos B [lenraroxe
n B llleakcBunne, mrat [leHcunpBaHMA

Ins mony4enns 6onee mopgpobHOI MHGOPMALN:

O TlosBounure 10 Tenedony (888) 982-4748, 4TOOBI HOTOBOPUTD C COTPYAHUKOM
3TOI1 TPOrpaMMbl (MO>KHO 3aIIPOCUTD YCIyTH IIePEBOAUNKA)

O Tlocetute carit www.cdc.gov/wtc (caiiT Ha aHITIMIICKOM; Ha CTPAHMIIE CaliTa eCTh
CCHIIKM Ha TIPaBU/Ia OJa4y 3asB/IEHNS Ha y9acTHe B IIPOTPAMMe, U3/I0XKeHHbIe
Ha VICTIAHCKOM, KUTaJICKOM 1 TIO/TbCKOM SI3bIKaX)

JNnua, ctpapatowme aenpeccnei. Jledenne ferpeccuyt IPUHOCUT GOTIBIIYIO
HO/Ib3Y TALMEHTAM CO 3/I0Ka4eCTBEHHBIMY O01e3HsiMu KpoBu. [TarmeHTsI co
3/10Ka4eCTBEHHBIMY 00/IE3HSIMY KPOBY J{O/DKHbI 0OPAIAThCs 38 MEAMIIMHCKON
HOMOILIBIO, €C/IV MX HACTPOEHME He YIYYLINTCS CO BpeMEHeM, HallpuMep, eCin
OHJ HAaXOMATCS B IIOfJaB/ICHHOM HACTPOEHIY eKeJHEBHO B TeUeHIe 2 Hefle/b.
Inst mony4enns 6onee moppo6HoIt nHGOpManyy obpatnutech B HaljmoHanbHbIil
MHCTUTYT IICUXUYIECKOTO 340pOBbs (aHI/INIicKas abopeBuarypa — NIMH).
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O TlosBonnure 1o TenedoHy (866) 615-6464, 4TOOBI TOTOBOPUTD C COTPYLHUKOM
MHCTUTYTA (MOYKHO 3alIPOCUTD YCITYTY IIEPeBOUNKa)

O Orkporire caiit www.nimh.nih.gov u BBenute croBo “depression” (1mo-aHrymitckn)
B CTPOKY JIs1 ITOVUCKA.

O6patHas cBA3sb. Ec/u BbI XOTITE BHECTH IIPEJIOXKEHIS 110 Yy ULICHIIO
3TOi1 6pOIIOPBL, T03BOHNMTE 110 Tenedony (800) 955-4572, 4T0OBI TOTOBOPUTH
¢ KoHCynbTaHTOM LLS, 6o moceture caiit www.LLS.org/publicationfeedback
(Ha QaHI/TMITCKOM SI3BIKE).

MuenonponundepatrnsHbie
3aboneBaHuns

MuenonpomudeparnsHble 3aboneBanus (MII3, anrmmiickas ab6peBuaTypa —
MPN) mm MuenonposnuepaTiBHble HEOITa3UM — 3TO IPYIIIa 3a00/IeBaHMIT
KPOBM (3/10Ka4€CTBEHHBIX OITyXOJIeil CUCTEMbI KPOBU), IIPU KOTOPBIX B KOCTHOM
Mosre (ry64yaToMm BeliecTBe, HaXOAIEMCS B IIOJIOCTSIX KPYITHBIX KOCTEN CKeyeTa)
BbIPa6aTbIBa€TCF[ CIMIIKOM MHOT'O KJIETOK KPOBM OIIPE€NENEHHOIO TUIIA.

O «Mueno» o3Ha4aeT «KOCTHBIV MO3I».
O «IIpomudeparnBHbIe» 0O3HAYAET «OBICTPO PACTYLIME» UK «OBICTPO HETILINECSy.

O «Heonnasusi» — 3TO MaTOIOTMYECKIIL POCT KIETOK, KOTOprI?'I BO3HUKAET, KOrga
KJIETKM OENATCA 4alle, 4€M B HOpME, 60 He MornbarT B IOMOKEHHBIN CPpOK.

MuenonponudepaTnBHble 3a60/1eBaHNsA MOTYT Ha3bIBAaThCsA MO-/[PYrOMY, HalIpuMep
«MyenonpodepaTBHble HEOIIA3UI», «XPOHMYECKIE MUeTOponudepaTuBHbIe
3a00JIeBaHMsA» WY «XPOHMYECKIIe MUETIONPO/QepaTNBHbIe HEOITA3UI».
MuenonponudeparuBHble 3a00/1eBaHNA MOLPa3He/LAI0TCA Ha HECKOIbKO (opM

B 3aBYICMMOCTH OT TOTO, KaKOVI BUJ, KIIETOYHBIX 3JIEMEHTOB KPOBY) ITOPaKeH. B 31011
6porrope copepxutcst nHGOpPMAILs 0 Tpex Kinaccudecknx popmax MII3, kotopbie
OOBIYHO 0OBEAVHSAIOTCS B OJHY IPYIIIY, IOCKOIBKY MMEIOT MHOTO 0011[ero. 9T0
crepytornue popmsr MIT3:

O MVcrunnas nomuuremust (MIT, anrmiickast ab6pesuarypa — PV)

O ccenunanpHasa Tpombonuremus (9T, anrmmiickas abopesnarypa — ET)

O Muenodubpos (M®, anrnuiickas abbpesnarypa — MF)

Kpome toro, k gpyrum popmam MII3 oTHOCATCA:

O XpoHunueckuit MuenouHblii nerikos (XMJI, anrimiickas ab6pesuarypa — CML)
O Xpounyeckuit HeliTpoubHbI1 eiiko3 (XHJI, anrnuiickas abopesuarypa — CNL)
O XpoHndecknii 903MHO(WIbHBI Jetiko3 (X1, anrmiickas ab6pesnarypa — CEL)
(@]

Hexnaccuduumpyembre MII3 (anrmmiickas ab6pesuarypa — MPN-U)
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Yetpipe popmbl MII3, epeurniciieHHbIe Kak «pyrue popMbl», He OIVICAHBI B 9TOM
6poutope. JI71s1 mony4yeHns 6oree noppoOHOI NHPOPMALUY O XPOHNIECKOM
MUEJIOU/IHOM JICJIKO3€ Y XPOHNYIECKOM HelITPO(MIIbHOM JIeJIKO3e 03HAKOMBTECh

¢ 6ecrymaTHpiMy TyOkanysivu LLS mop HasBaumsmu Chronic Myeloid Leukemia
(mocTymHa Ha aHIJIMITCKOM M MCITAHCKOM si3bIKax) u Chronic Neutrophilic Leukemia
Facts (mocTyIHa Ha aHIIUIICKOM, (PPaHIIy3CKOM M MCIIAHCKOM SI3BIKAX).

MpyyrHbI BOSHNKHOBEHNA MuenonponndepaTBHbIX 3a6oneBaHu.

MII3 OTHOCATCS K TAK HA3BIBAEMBIM «KJIOHATbHBIM 3a60/meBaHMAM». KitoHanbHoe
3ab0/eBaHye HAYMHAETCS C OFHOTO MM HecKonbKux n3menennit B THK opHoit
e[MHCTBEHHOJT CTBOTIOBOII K/IeTKM B KOCTHOM Mosre. Heguddepenunposannast
CTBOJIOBasI K/IETKA, KOTOPasi Ha3bIBAETCs TAK)Ke TeMOIIOITIIECKOI! CTBOIOBOIT
kietkoit (I'CK, anrmmiickas ab6pesuarypa — HSC), npencrasiser co6oii He3penyo
KJIETKY KPOBY, KOTOPasi MOXKET IPEBPATUTHCS B OAVH U3 TPeX KJIETOYHBIX 97IeMEHTOB
KPOBI: SPUTPOLIAT, IEMKOLIUT VU TPOMOOLINT.

Vsmenenns B [THK Hespesoit (reMOIIOTIYECKOIT) CTBOIOBOL K/IETKY 3aCTaB/ISAIOT
ee HeIPepBIBHO JIeTINThCS, O/1arofapst yemy obpasyeTcsi Bce 60JIblile IIaToMOTMYeCKIX
CTBOJIOBBIX K/IETOK, KOTOpPbIE CO3PEBAIOT I IIPEBPAIAIOTCS B OFVIH MU HECKOIBKO
TUIIOB KJIETOYHBIX 37IeMeHTOB KpoBu. Kak mpaBuio, cocrosiuue 60mpabix MI13

CO BpeMeHeM YXY/LIaeTCs, 10 Mepe HAKOIUIEHN s [IATOJIOIMYeCKIUX KIIeTOYHBIX
97IEMEHTOB KPOBMU B KOCTHOM MO3Te U B IepudepniecKoit KpOBIL.

B 6ompIMHCTBE CTyYaeB MpUYMHA, BbIsBasInas MyTanuio JJHK B cTBonoBoI
K/IeTKe, OCTaeTCs HeM3BECTHOI. MyTaluy MOTYT ObITh BBISBaHBI KaK (haKTOpaMu
OKPY>Kaloll[ell CPefIbl, TaK M OIIVMOKOI, BOSHUKIIEI BO BpeMs Jie/leHN K/IeTOK.
Xors cooburanock o cnydasx BosuukHoBeHuA VI, 9T n MO y HeCKONbKMX 4IEHOB
OJfHOI1 CeMbH, B L[e/IOM OHI He OTHOCATCS K HACTIeNCTBEHHBIM 3a00/IeBaHAM.

OHU BO3HVKAIOT 13-32 MYTALMII B FeHaX, BO3HMKAIOLIVX Ha [IPOTSHKEHUN KU3HU
nanyenTa. Takye MyTaluy Ha3bIBAIOTCA IPUOOPETEHHBIMY (V1M COMaTUYECKUIMI).

Y mHorux nanuenTos ¢ MII3 npu ycnoBun Hajjiexalero MeguLuHCKOTo
HaOTIOfeH s U JIeYeHsI Ha IPOTSDKEHNN IINTE/IbHbIX IIePIOJI0B BPEMEH) MOYKET He
OBITh HMKAKMX KIMHIYECKNX TPOSIB/ICHNUIT WJIV OHM MOTYT OBITh MUHMMA/IbHBIMIL.

Y narenToB ¢ 9T NpORO/DKUTENBHOCTD XXU3HY 6/1M3Ka K HOPMaTbHOI.

Y manmenToB ¢ VIIT mpomo/sKuTeIbHOCTD SKM3HU MOXKET ObITh KOpOoUe 0ObIYHOIT,

HO 9T0 3a00/1eBaHMe 0OBIYHO YHAETCS YCIIEUIHO KOHTPOIIPOBATh B TeUeHe
amutenbHOro BpeMeHu. OngnHako MIT u 9T MoryT mporpeccupoBaThb C IIepexofioM

B M1er10puOpo3, OCTPBbIIL JIEVKO3 MM MUETIOACIUIACTUYECKIIT CUHTPOM.

XoTs1 oKMgaeMast IPOIO/DKUTENBHOCTD X13HM IIpy M@ Mo>keT ObITh KOpOUe, ueM
mpu VIIT u 3T, y MHOrMX manmeHToB ¢ MO ¢ TOMOIIBIO /IEYeHNISI MOYKHO YCTPAHUTD
BCE CUMIITOMBI O0JIe3HI 11 06eCIIedNTh BBICOKOE Ka4eCTBO )KU3HM B TedeHe MHOITIX
net. Y gpyrux nauyeHtoB M® MoxeT IporpeccupoBarb ObIcTpee U Tpe6oBaTh
TOIOIHUTEBHOTO CUMIITOMATHYIECKOTO Niedenns. [Ipumepno y 15-20% manueHnTos
¢ M® pasBuBaeTcs OCTpPbIN MUETON/IHBIN TEJKO3.

MuenonponudepatieHbie 3abonesanHvs | cTp. 7



UcTHHaA nonnyntemma

Vcrunnas nomuyremus (VIT, anrmmiickas ab6pesnarypa — PV) — ato MII3, npn
KOTOPOM B KOCTHOM MO3re 00pasyeTcsi C/IMIIKOM MHOTO 9PUTPOLUTOB (KpacHbIX
KPOBSIHBIX Tejlel]). Bo MHOTMX c/ry4asx KOMM4ecTBO JIeHKOLMTOB (6e/1bIX KPOBSHBIX
Testel]) ¥ TPOMOOLIMTOB TaKyKe MOBBIIIEHO. JI30BITOK K/IeTOUHBIX 97IEMEHTOB B KPOBU
IOBBIIIAET BEPOSTHOCTD IATOJIOTMYIECKOr0 00pasoBaHyisi TPOMOOB ¥ KPOBOTEUYEHMIL.
I[Tpu monMITeMNY HOBBIIIAETCS] PUCK BOSHUKHOBEHMS MH(apKTa MIOKap/a,
MHCY/bTa (KOIa TPOMO IIepeKphIBaeT COCYH, CHAOKAIOLVIT KPOBBIO YYaCTOK

MO3T3, YTO BBI3BIBAET €r0 MOBPEX/IEHNE), & TAKXKE JIETOYHOI TPOMO0IMOO0In
(3aKyIIOpKY apTepui B JIETKOM). VI36bITOUHbIE K/IETOUHbIE 97IeMEHTBI KPOBJ MOTY T
HAKaIlIMBaThCsI B CeTIe3eHKe, IPUBOJS K e OTEKY.

ITpy oxaszaHmy HafIeXXalell MeAMIMHCKON TIOMOLIM I HeIIPepbIBHOM Hab/TIOnEeHNN
tevyeHye VI 00bI9HO yaeTcs yCrelrHo KOHTPOIMPOBATD B TeYeHVe MHOTIX JIET.

Tem He MeHee, Y HeKOTOPBIX nanyeHToB ¢ VT 60/1e3Hb MOXKeT IPOrpeccupoBaTh

C TIepexofioM B Oortee arpeccBHYI0 popmy O07Ie3HN KpOBM, HALIpUMep,
M1enoubpo3, OCTPHIIT MIEIOV/HBII TEKO3 MM MUETIOAVCIIIACTUYECKIIT CUHPOM.

(DaKTOpr PUCKa, 4aCcTtoTa N NPNYNHDLI
BO3HVUKHOBEHUNA NCTUHHON nonuunTemMmmn

VictuHHas nonmmyreMusi — pefKoe 3abomeBaHue CICTeMbI KPOBH.

B Coepunennpix [lltarax AMepUKY 4aCTOTa BOSHUKHOBEHNSI (KOMMYECTBO HOBBIX
AMarHOCTYPOBAaHHbIX cny4aes) VII cocrapnser npumepHo ot 0,4 1o 2,8 cnydaes Ha
100 000 uennoBek B rof. VI HeCKONbKO Yalle 60T MY)KIMHbI, 4eM JKeHIIIHBL.
Xors VIIT MoXXeT BO3HMKATD B IF0OOM BO3pAacTe, Jallje BCero OOJIEIOT IO CTapIie
60 ner.

Tounas mpuunHa BosHuKHOBeHMA VII 1o KOHIIA He ycTaHOB/IeHA. VIccenoBarenn
[IOJIAra0T, YTO B BOSHUKHOBEHII 3TOrO 3a607IeBaHIs 3a/ielICTBOBAHbI OENIKIM,
KOTOpbIe Ha3bIBAIOTCA SAHYC-K1MHa3aMu (aHImiickas ab6pesuarypa — JAK). Benku-
K1Ha3bl ceMelicTBa JAK mocp1aroT curHaisl, BIUSAIONME Ha BBIPAOOTKY KJIETOK
KPOBM B KOCTHOM MO3Te. ITH O€/IKI TOMOTal0T KOHTPOIMPOBATh KOIMIECTBO
3PUTPOLIUTOB, TeKOLUTOB 1 TpoMbounToB. Ec/iit JAK-K1Ha3bI HOCBUIAIOT C/IMIIKOM
MHOTO CUTHAJIOB, TO B KOCTHOM MO3Te 00pa3yeTcsi M30bITOK K/IETOUHBIX 37IEMEHTOB
KPOBU. DTO COCTOsAHME Ha3bIBAeTCs IUIIePAKTUBALIMEN CUTHA/IbHOI cucTeMbl JAK-
KMHa3. [MnepakTuBanyio CUTHanbHOI cucteMbl JAK-K1Ha3 MOTYT BbI3bIBaTh pasHble
npyuyHbl. OfHA U3 HUX — MyTaLys TeHa, KOAMUPYIOIIero pepMeHT SIHyC-KMHasy 2
(anrnuiickas abbpesuarypa — JAK2). Myrauus rena JAK2 o6HapyXmuBaeTcst
npn6m3uTenbHO y 95% naryentos ¢ VIT.

BosuuxHoBenne VII cBA3aHO ¢ COMAaTUIECKMMM MYTALUAMU B TeHaX. OTO O3HAYAET,
YTO 3TU MYTalMM BO3HMKAIOT Ha MPOTKEHMM XKI3HY Ye0BEKa, a He ABJIAI0TCA
BPO>KIEHHBIMY (T. €. IepejaHHbIMM 110 Hac/eAcTBY). Ha cerogHsAmHmMIi fieHp
TOYHbIE IPMYVMHBI BO3HVKHOBEHNA 9TUX MyTallMil HEU3BECTHBL B pefknx caydanx
VII 60m1e1oT HeCKOIbKO YWICHOB OJHO ceMbl; 00/iee BepOsATHO, YTO HACIEAYeTC s
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NIPeNpacIIoNIOKEHHOCTD K pa3utuio VI, Hexxeny MyTanyuy, IpUBOJAIINE K ee
BO3HJKHOBEHMUIO.

KnuHunyeckune npoasneHuna UM

WII pasBuBaeTcsa MeJJICHHO, I B TeUeHIe MHOTIX JIET MOXKeT IIPOTeKaTh
6eccMIITOMHO. DTO 3a007IeBaHNMe YaCTO JUATHOCTUPYETCS ellie /10 MOsIBIeHMs
TSDKETIBIX CUMITTOMOB 00/Ie3HM Ha OCHOBaHUM Pe3y/IbTaTOB 001IIero aHam3a
KPOBJ, KOTOPBII BBIITOTHSJICA TI0 IPYTOMY IIOBOJTY, HAIIpMMep, B PAMKaxX IIAHOBO
IIPOBEPKU 37I0POBBSI.

B gncio cumnromoB BXOOAT:
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O 3yp KoX1, 0cO6€HHO II0CIe TEeNIOoj BaHHbI IV JyIla

TonoBHble 601

[ToBrbIlIeHHASI TOT/IMBOCTH

o O O

HeuerkocTth 3p€HuA, IBOEHME B I71a3aX, TEMHbIE NJIN 6esble mIsTHA Iepen rira3aMi,
KOTOpbIE ITOABIAIOTCA U NCYE3AI0T

3BOH B yIIax

IloBbllIeHHAs YTOM/IAEMOCTD

Opprnika

Craboctb

TonoBokpy>xeHne

IToBbliIeHHAS! KPOBOTOUYMBOCTD WM OECIPUUIMHHOE TIOSIB/IEHIIE CUHSIKOB
IToxpacHeHME KOXI

OHeMeHI/Ie, TIOKa/IbIBaHME VJIN JKOK€HME B CTYITHAX

o o o o o o o o o

OH.[YI.LICHI/Ie TAXKECTU MIN paclIpaHNs B JIEBOM nonpe6epbe 13-3a YBE/IMYICHNA
CENIE3CHKU

(@]

becnipuunHHas noteps Beca Tena

O Borne3HeHHOe BOCIIa/IeHNe CYCTaBOB, 00YC/IOB/IEHHOE TIOAATPOll (OT/IOKEeHUAMU
KPUCTA/IJIOB COIelT MOY€BOI KUCIOTBI)

OcnoxxHeHunsa UM. Bosamoxuble ocnoxaers VI BKIOYaIoT crepyoee:

O Tpom603bl (06pasoBaHNe KPOBAHDIX CrycTKkoB). Hapymienue npopyKiym
TPOMOOLIUTOB IIOBBIIIAET PUCK CTYILIEHNs KPOBY 11 00pa3oBaHys TPOMOOB
(KpOBSIHBIX CTYCTKOB) B IIPOCBETE COCYZIOB. TPOMOBI MOTYT 3aKyIIOPUBATh
cocyp, IpeKpaliasi Wiy yMeHbllIast IPUTOK KPOBY K TKAHAM 1 CHaOXKeHye
UX KUCTTOpOopoM. TpoMObI MOTYT BBI3bIBATb MHCY/IBT, MH(APKT MUOKapHAa
VIIM JIETOYHYI0 9MO0MNIO (3aKyIOPKy apTepun B terkom). [Tpumepro y 30%
TAIMeHTOB OC/IOKHEH, BbI3BaHHbIE TPOMOAMI, BOSHUKAIOT €IIle /10
ycraHoBieHus guarnosa MIL.
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O VYBenunuyeHHasn ceneseHKa. Cene3eHKa — 3TO OPTraH, PACIIONIOKEHHBII B IEBOM
noppebepbe okoro xenyaka. CeneseHka GUIbTPYeT KPOBb, XPAHUT 3arac KJIeTOK
KPOBU U pa3pyllaeT CTapble KIeTK/ KPOBI. Y HEKOTOPBIX IauyeHToB ¢ VII
ce/le3eHKa MOKeT YBE/IMUMBATLCS B pasMepax 13-3a YBeJIMYeHM I HaTPy3KI,
IIOCKOJIBKY el IIPUXOUTCS 00pabarsiBaTh M KOHTPOIMPOBATH OObIIee
KOJIMYeCTBO K/IETOK KPOBH.

O MMpoune 3aboneBaHnA KpoBu. B HekoTopbx cryuasx VIIT MmoxeT
IIPOrPeccpoBaTh C IIePEXOIoM B Ipyroe 3ab0/eBaHme KpOBH, BK/TI0OYas
M1enopuépos, OCTPBII MUETOMHBII TEIIKO3 1, Pexe, MUETOAMCIIACTUYeCKII
CHHJIPOM.

AunarHocTuka UM

XorTs y HalyeHTa MOTYT ObITh TUIIIMYHbIE KIMHIYeCKe IPOABIeHNs 1 cumnToMbl U1,
IU1A TIOATBEPIK/IeHNA IYarHO3a He0OXOAMMO BBIIIOTIHUTD TA00paTOpPHbIE aHATN3bL.
OO6bIYHO Bpauy CHaYasIa MCKIIOYAIOT ApyTye 3a00eBanysL. B HeKoTOpbIX cirydasx
HOBBIIIEHNE KOIMIeCTBA SPUTPOLIITOB MOKET ObITh OOYCIIOB/IEHO COCTOSTHIEM,
KOTOpOe€ Ha3bIBAETCsA BTOPMYHOII momumremuert. [Ipy BTOpyYHOI MOMMuyTeMun
TaK>Ke BBIABIIAETCSA OYEHD BRICOKOE KOMMIECTBO SPUTPOLIUTOB, OfHAKO, B OT/IMYNE OT
VICTVHHO O/IMIUTEMII, OHA He CBA3aHA C OITyXO/IEBBIM IIPOLIECCOM B KOCTHOM MO3TE.
IToBpInIeHHOE KOMMYECTBO SPUTPOLMTOB B KPOBY IIPY BTOPUYHOMN IO/TMIUTEMUAN
CITY>KUT OTBETHOJ peaKIyel Ha JPYIyIo IpoOieMy, Halpumep:

O TIpe6bIBaHye B BBICOKOTOPHBIX pajtoHax (Ha 0O/IbIIOI BBICOTE)

O 3abonesaHne, IpUBOJAIee K HUSKOMY COfIePKaHMIO KIICTIOPOZa B KPOBM
O Omyxo/b MOYKM MM TIeYeH Y, BbIpabaThIBaioLIas TOPMOH SPUTPOIOITIH
O BpoxpeHHOe 3ab0/eBaHme

Jleyenyie BTOPUYHON MOMMLUTEMIUY 3aK/II09A€TCsA B OCHOBHOM B JIEYE€HUN
3a00JIeBaHMsA WM COCTOSHNSA, KOTOPOE ee BbI3Bajo. Y MalieHTOB C BTOPUYHON
MIONIMIUTEMMeN II0CTIe yCTPaHeH!s Bbl3BaBllel ee IIPUYMHbI KOJIMYeCTBO
SPUTPOLNTOB B KPOBY JO/DKHO BEPHYTDHCS K HOPME.

C60p MeaMILINHCKOTO aHaMHe3a 1 Bpaue6Hbiin ocmoTp. [Tarmentos ¢ UIT
00OBIYHO HaIIpaB/IAIOT Ha KOHCY/IbTAIlVIO T€MATO/I0Ta-OHKOJIora. CHauaja oH IOJIKEH
06C)'I€JIOBaTI) ITIalIM€HTa, BKII04YaAa C60p HO}IPO6HOI‘O MEOVIMHCKOI'O aHaMHE3a

U IPOBefieHNe BpadeOHOro 0CMOTpa.

MenuuMHCKII aHaMHe3 JJO/KeH BK/II0YaTh CeAyIolIye CBefleHN O MalleHTe:
O ®aKTOpbI PYCKa CEPAEIHO-COCYAMUCTHIX 3a00/IeBaHMIT

@) HepeHeceHHbIe 1 TeKyune 3360)’[€BaHI/IH, TpaBMbl, IIPMEHABIINECA METOIbI
JI€9E€HNA VI IEKApCTBEHHDbIE ITpE€IlapaThl

O Hcropust Tpom6030B (hopMupoBaHMs WM HATUYNUSA TPOMOOB B KPOBEHOCHBIX
COCyfiax), KpOBOTEUEeHNIT VIV KPOBOV3/IVSHII
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O Vcropus 3abo/eBaHmiT KPOBHBIX POCTBEHHIKOB MAlMeHTa (ITOCKOIBKY
HEKOTOpbIe 3a00/IeBaHNs MOTYT IlepefjaBaThCs 110 HACTIECTRY)

O Texymue CUMITOMBI

ITocrte 3aBepiueHns c60pa MEUIIMHCKOTO aHAMHe3a Bpad IPoBefeT (r3NKa/bHbII
(061puit) ocMoTp. Bo BpeMst ocMOTpa Bpad BBIC/TYILIAET JIETKNE 1 Cepplie HMaljieHTa
n O6CTICI[YCT €ro TEJI0 Ha IPpEAMET KIVMHNYECKNX ITPUI3HAKOB I/IH(l)eKIH/IOHHbIX

n ,HPYFI/IX Sa6OH€BaHI/HZ. Bpaq TAaK)K€ MOJKET ITA/IbIIVIPOBATh pa3HbIE Y49aCTKM Tena
ITalIMEHTa, LITO6I)I OLCHUTD pa3MEPbl BHYTPEHHNX OPraHOB, X KOHCMCTECHI IO
(MSATKOCTB WM TBEPHOCTB), @ TAK)KE YTOOBI BBISIBUTD OO/IE3HEHHOCTD IIPY
nasbranyy. Hanprmep, Bpad MOXKeT IPOIIa/IbIMpOBaTh XXMBOT NAL[IeHTa Ha
IIpeMeT YBeIMYeHNs Pa3sMePOB CeNle3eHKIL.

Haxoner, OyyT BBIIIO/IHEHbI @HA/IV3BI KPOBY ¥ KOCTHOTO MO3T'a JI/ISl BBIAB/ICHNUA
IIaTO/IOTMYeCcKX M3MeHeHuit. [TatorucTonor (Bpay, crielyanu3npyommiics Ha
BBIABIEHNM 3a00JIeBaHMII Iy TeM M3y4YeHVsI K/IeTOK II0] MMKPOCKOIIOM) IIPOBEeT
PsI/; QaHA/IM30B /IS M3YYeHNs KJIETOK KPOBY U KOCTHOTO Mo3ra. O6pasijsl KpoBU
1 KOCTHOTO MO3Ta TaK)Ke MOTYT OBbITb MICCIeJOBaHbI BPAa4OM-T€MOIIATOIOTOM —
CIIeL[Ma/IIICTOM, KOTOPBII U3y4YaeT U UarHOCTHPYyeT 3a00/IeBaHNsI KPOBA.

O6wuin aHanus Kposu (OAK, anrnuiickaa ab6pesuarypa — CBC). IIpn
IIPOBENNEHNIN 3TOTO aHA/IN3a ONIPENEIAETCA KOINIECTBO IpUTPOLUTOB, }IeﬁKOHI/ITOB
n Tp0M6OIH/ITOB B o6pa3ue KpOBIU. Kp0Me TOI'O, B 9TOM aHa/IM3€ OIIPENENAETCA
KOJIMYECTBO OOraToro >Kene3om 6em<a, COZEp KallerocA B 3pUTpouuTax

M IIEPEHOCAIETO0 KNCIIOPO[, (I‘eMOI‘)’[O6I/IHa), M IIPpOLIEHTHOE COZlE€piKaH1e
SPUTPOLVITOB B IIe/IbHOI KpOBU (reMaToKput). Y naumenTos ¢ VMIT komdectso
IPUTPOLVUTOB ITIOBBIIIEHO. VY Takux ITIAOVMEHTOB TaK)K€ 4YaCTO BBIABIIACTCA:

O TloBbllIeHHOE COlep)KaHMe IEMIKOLTOB i TPOMOOLIITOB
O TloBbllIeHHOE COflepyKaHVe FeMOII001HA
O TloBbllIeHHBII FeéMaTOKPUT

OnpepeneHne o6bema SpUTPOLUTAPHOI MAcCbl. ITOT aHAIN3 IPUMEHAETCS
15 onIpenernieHyst oobeMa (KOMM4YecTBa) SpUTPOLIMTOB IO OTHOLIEHNIO K 00beMy
[1a3Mbl (JKV/IKOI 9acTy 1ie/IbHON KpoBHu). Y marenTtoB ¢ VIIT otmevaetcs
abCOMIOTHOE YBeMYeHMe 00beMa SPUTPOLIUTAPHON MAacChl. DTOT aHAIU3 PEIKO
BbinonasAercs B CoennHennbix llITaTax 1o npuymHe BHICOKO CTOMMOCTI,
CTIOKHOCTH IPUOOpeTEHNSI MaTEPUAJIOB, HEOOXOAVMBIX JIJIsI €T0 TIPOBENEHNs,

U TIOAIBJIEHVAA HOBBIX BO3MOYKHOCTEN MICCTIEOBAHMsI KPOBH, TAKMX KaK aHA/IN3 Ha
reHeTUYecKMe MyTaluu.

Maszsok nepudpepunyeckoni Kposu. [Ipi sTom aHanM3e Ma3oK obpasiia
eprdeprIecKoit KpOBI UCCIERYETCs TIOf, MUKPOCKOIIOM. [TaTorucrosor nsydaer
Ma30K KPOBY, BbIAB/ISISI M3MEHEHVsI padMepa, pOPMBbI 11 BHEIIHETO BIfjA PA3HBIX
K/IETOYHBIX 9/IEMEHTOB KPOBIL. DTOT aHa/IN3 TaKKe II03BOJIsAET OOHAPYKUTD
Hespeble (671acTHbIE) KIeTKN B IepudepuiecKoil KPOBIL.
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PasBepHyTbIii 6MOXUMUYECKNIA aHANIN3 KPOBU. TO COBOKYITHOCTDb Pa3HBIX
aHa/IM30B KPOBY, B KOTOPBIX M3MEPAIOTCA YPOBHI OIIPefie/IeHHBIX BEllleCTB,
KOTOpbIE BBIJIE/IAITCA B KPOBb Pa3HBIMI OPTaHAMU 1 TKAHAMY (OHM Ha3bIBAIOTCS
«OVIOXVIMIYECKMMI aHA/IM3aMI KPOBI»). K 9T1M BeliecTBaM OTHOCATCS
3IeKTPOIUTHI (TaKye KaK HaTpPWIL, Kajnil ¥ XIIOPUIBL), XKMPBL, Oe/IKY, IIF0K03a (caxap
KpOBM) ¥ pepMeHThL. BUOXMMIYeCKIiT aHa/IN3 KPOBYU HO3BOJLAET HOJTYYUTh BAXKHYIO
MH(OPMALIUIO O TOM, HACKO/IBKO XOPOLIO pabOTAIOT IIOYKIL, IIeYeHb I APYyTe OpPraHbl
nanyenTa. Ipu nogospennu Ha VI BaXHO OIpefieuTh YpOBEHb 9pUTPONOITUHA

B CBIBOPOTKE KPOBIU. IPUTPOIOITUH — ITO TOPMOH, KOTOPBIiT BBIpabaThIBaeTCs
noukamyt. OH CTUMYIUPYeT BHIPAOOTKY HOBBIX apuTpouuToB. I1pu VII ypoBeHb
SPUTPOIIOITIHA OOBIYHO OUYEHb HUBKMIL.

Acnupaums 1 6rmoncya KOCTHOro Mo3ra. D11 UCCIeTOBAHNS IPUMEHSIOTCS

JULA MI3y4eHVs KJIeTOK KOCTHOTO MO3Ta M OOBIYHO BBITIOTIHAIOTCA OJHOBPEMEHHO.
O6pa31bl KOCTHOTO MO3Ta OOBIYHO IIOTYYAIOT 13 TA30BOI KOCTH ITAIVIeHTa

nocte 06e300/MMBaHNA MeCTa MyHKIVN. [[1s O/Ty4eHs aclpaTa KOCTHOTO

MO3Ta B I'y64aToe BelleCTBO Ta30BOI KOCTU BBOLWTCSA MOJIasA UIVIA, Yepe3

KOTOPYIO IIOJTYYaIOT XXIAKNUIT 006pasel] KOCTHOTO MO3Ta, COIepPKaIIT KIIETKI.

151 BBIIOTHEHMsI OMOIICYM KOCTHOTO MO3Ta JMICIIO/Ib3YeTCsl O0lee TONCTas! UITIa,

C IOMOIIbIO KOTOPOJ MOTYYAI0T Ma/IEHbKIII KYCOYEK KOCTHU, COfIepKaIit
KOCTHBIT Mo3r. O6a 06pasiia M3y4aroTcs OJ MUKPOCKOIIOM J/IA BBIAB/ICHYIS

U IIOficUeTa KOJIMIeCTBa [IATOJIOIMYECKIX KIeTOK, @ TakoKe 0OHAPY>KeHNsI PyOLj0BO
(¢pubposHoit) TKaHM B KOCTHOM Mo3re. [Tpu VIT B KOCTHOM MO3re 0OHapy»K1MBaeTCs
IOBBILIEHHOE KOIMYECTBO KJIETOK KPOBMY, a TAK)Ke ITOBBILIEHHOE KOMMYIECTBO K/IETOK-
HpefiIIeCTBeHHNKOB TPOMOOIVITOB, KOTOPbIE Ha3bIBAIOTCSA METaKapMOLMTaMI.
[TaTorucronor TaKk>xe IpPOBOAUT XPOMOCOMHBIII aHa/IN3 KJIETOK KOCTHOTO MO3Ta,
YTOOBI UCK/TIOUUTD APYyTie 00Ie3HN KPOBH.

MonekynapHana guarHoctuka. MosnekynspHble TeHeTIUeCKIe aHA/TN3bI
HIPEACTAB/IAIT COOOI OYeHb YYBCTBUTEIbHBIE METOAVKM, KOTOPbIE IIPUMEHSIOTCSA
1A BBIAB/IEHNS KOHKPETHBIX MyTaluii B reHax. I1pu nogospennn na MIT
Heo6XO/[YIMO BBIIIOJTHUTD MOJIEKY/LIPHYIO JMATHOCTUKY Ha Hajli4yie MyTalil B FeHe
JAR2, xopupyomuieM sHyc-K1Ha3y 2. Mytauus V617F B rene JAK2 oOHapyxmBaeTcs
y 60ree uem 90% manmenTos ¢ V1. Yipasnenue CIIIA no KOHTpO/IO KadecTBa
IMIIEBBIX IIPOAYKTOB I IEKAPCTBEHHBIX IIPEapaToB (aHIIMIICKast abbpeBuaTypa —
FDA) omo6puo npuMeHeHue TeCT-CUCTeMbl (Habopa peakTHBOB) IIOJ Ha3BaHIeM
«ipsogen JAK2 RGQ PCR Kit» g BbiABneHNs MyTanuii B reHe JAK2, kogupyroliem
SIHYC-KMHa3y 2. DTOT aHa/Iu3 HOMOraeT BpayaM 00C/Ief0BaTh MALMEHTOB, Y KOTOPBIX
nopospesaetcs MII.

Tect-cucrema «ipsogen JAK2 RGQ PCR Kit» 03BoI€T BBIABIATD My Tal[UN
V617F/G1849T rena JAK2 8 THK, ussnedernoit u3 ob6pasija KpoBu. ITOT aHAIN3
IpefHa3HaYeH /LA TOIOIHNUTEIbHOTO 00C/IeJOBAHN IIAIMIeHTOB, Y KOTOPBIX
nopospepaercsa VI, B coueTaHUM ¢ OLIEHKOI APYTUX GaKTOpOB. DTOT aHAIU3 HE
CIIOCOOEH BBIABUTD MEHee 4acTble MyTaluly, cBsazanHble ¢ VI (Boyas MyTanym
B 9Kk30He 12 reHa JAK), 103TOMY €ro pe3y/ibTaTbl He II03BOJLIOT IIOATBEPUTD UM
UCKITIOUNTb auaruos MII.
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Myranus B sk30He 12 rena JAK2 obHapyskuBaercsa y 2-3% naryenTos ¢ VII. ITpn
o6ocHoBaHHOM Tofio3penuy Ha VIT, Ho npu oTcyTcTBUM MyTauuu V617F B reHe
JAK2 nanyeHT [o/DKeH OBbITh IPOBEPEH Ha Ha/lM4ue MyTalyi B 9K30He 12 reHa JAK2
/MM HA JPYTHE PENKO BCTPEYAIOIeCs My TalUIA.

Boree noxpo6uast nH(GOpPMALNS O METOAAX MCCIEAOBAHNSI KOCTHOTO MO3Ta 11 O
APYruX 1abopaTOPHBIX aHAMM3aX COIAEPXKNUTCA B OecruratrHoil myommkanyn LLS
nop, HazBaHueM Understanding Lab and Imaging Tests (TOCTYIIHA Ha aHITIMIICKOM
U VICIAHCKOM $I3BIKAX).

Kputepun gnarHocTukm nCTMHHON nonuuntemuun. B 2016 rogy Bcemmpras
OpraHmsanys 3APaBOOXPaHeHNs OITYO/IKOBa/Ia HOBbIE KPUTEPUI 71T AMATHOCTUKY
WII. Ons ycranoBneHus ayiartosa VT ZomKHBL ObIT TTOATBEP)KAEHBI BCe TPH
OCHOBHBIX KpUTepus, nepedncientbre Hioke (Ne 1, 2 u 3), mubo nepsble aBa
OCHOBHBIX Kputepust (Nel 1 2) U TOTOTTHUTENbHBII KPUTEPUIL.

OcHoBHoll Kputepuin N21. OueHb BBICOKOE COfiep)KaHue IPUTPOLIUTOB, OOBIYHO
HOATBEPKIaeMOe Pe3y/IbTaTOM OJJHOTO V3 IIepedlC/IeHHbIX HIDKe aHa/m30B (A, B wm C):

O A. TloBBIIICHHBIV YPOBEHb IeMOITIOOMHA
*  YpoBeHb reMOITIOOMHA, IIPEBLIAOIIVIL 16,5 I/ 11 Y My>K4MH
*  YpoBeHb reMorno6uHa, mpessimanimit 16,0 1/ y sKeHIH

O B. I[IoBbIIIEHHBINT TeMAaTOKPUT

e Temaroxkpurt Bbiure 49% y My>X4nH
e Temaroxput Bbinre 48% y >KE€HIINH

O C.IloBblLIeHHBII 00bEM 9PUTPOLINTOB

OcHoBHol Kputepuit N22, TTo pesynbraTaM OMOIICHY KOCTHOTO MO3Ta BBLSIBICHDI
cnepyroye nsMeHeHys (A mwin B):

O A. ITaTomornyecky IOBBIILIEHHOE KOMMYeCTBO KJIETOK KPOBY B KOCTHOM MO3Te
(3TO cocTOsAHME TaK)Ke Ha3bIBAeTCA «TUIEPKICTOYHOCTD»), C YBEINYEHUEM
COMepKaHVs SPUTPOLIUTOB, IENKOIUTOB U TPOMOOINTOB (TAKOE COCTOSTHIIE
Ha3bIBAETCS «IIaHMIIEI03»)

O B. IIpomnepanns 3penbIx MerakapuoLTOB, pasHOro pasMepa 1 popMbl

OcHoBHom KpuTepuin N23. Hamrane mytanvn V617F vy MyTanun B 5k30He 12
B rene JAK2

LononHntenbHblil KpuTepuin, OdeHb HU3KII YPOBEHDb SPUTPOIOITIHA

CocraBnenue nnaHa nevyenus WM. ITpu cocrasnenns mrana nevenus VIT cnexyer
YIUTBIBATh PUCK Pa3BUTUA TPOMOOTIIECKUX OCTIOKHEHWI (TpoM603a).

JIBa OCHOBHBIX (haKTOpa pucKa TpoMbo3a:
O O6pasoBaHue TpoMOa WV MHOXKECTBEHHBIX TPOMOOB B IIPOLIIOM

O Bospacrt 60 et u crapie

MuenonponndepatieHble 3abonesanna | ctp. 13

=
(g}
-
s
=
X
>
X0
=
o
=
s
=
=
-
m
=
=
x




ITanyeHT OTHOCKUTCA K KaTerOpyM HU3KOTO PUCKA, €C/II:
O ou mmapiire 60 n1eT, u

Oy Hero He ObUIO CTy4aeB TPOMO03a B IPOLIIOM
[TaniMeHT OTHOCUTCSA K KaTeTOPUM BBICOKOTO PUCKA, €CTIN:
O emy 60 et u cTapuie, WIn

Oy Hero 6bUIM CTy4an TpoM603a B IPOIIZIOM

Kaxxaplit cydart yHUKaTIeH, M BCe TTAI{MEeHTBHI JO/DKHBI OBITb 06CTeTOBaHbI
reMaTo/I0rOM-OHKOJIOrOM (BpadoM, KOTOPBII CrieliMaIn3ipyeTcs Ha JIeYeHNNI
37I0Ka4ueCTBEHHbIX OormesHert KpoBu). O4eHb Ba)KHO, YTOObI TALIVIEHTHI TOFPOOHO
06Cy>XIamy Bce JOCTYIIHbIE METOABI CBOETO JICYCHNS C MEAULIMHCKIMI
pabOTHMKaMI, BK/IIOYAsI YUaCTHe B KIMHIIECKIX MCCIeTOBAHISX.

[t mormy4uenns 6oree oppoOHOIT MHPOPMALIIL O TOM, KaK BbIOPaTh Bpada 6o
K/IVHIVIKY, O3HaKOMbTeCh ¢ Imybmkanyert LLS nox nasBanuem Choosing a Blood Cancer
Specialist or Treatment Center (fOCTyIIHA Ha aHIJIMIICKOM ¥ MICTIAHCKOM SI3BIKAX).

JleueHune AN

UII — sTo0 XpoHMUecKkoe 3aboneBanue. Ero HeBO3MOXHO BbUICUNUTD, HO, KaK IIPaBUJIO,
YRaeTcA YCIIEITHO KOHTPOIMPOBATb B TEYEHNE IVINTETPHOI'O BPEMEHIL. He}'[b JICYCHUA
COCTOUT B CHVDKEHIY PUCKA TPOMOO30B I 0O/IerdeHNyI CUMIITOMOB 607Ie3HM ITyTeM
yMeHbILEeHNS U30BITOYHOTO KOMMYECTBA KJIETOYHBIX 9/IEMEHTOB KPOBI.

PaspaboTano MHOro Metozos nedenus V11, kontpommpymoniux tedenve VII myrem
CHIDKEHNS TeMAaTOKPUTA IO YPOBHS HIDKE 45 IIPOLIEHTOB. Y XKEHIINH IIPEMI0KEHO
CHIDKATb IeMaTOKPUT 10 6oree HU3KuX 3HavYeHmIt (42%), OBHAKO 11e1eco00OpasHOCTD
3TOi1 peKOMeH/IallNN ellie u3ydaeTcs. [l ymep>KaHuA Kom4ecTBa S3pUTPOLNTOB

B IIpefie/laX HOPMBI O4eHb Ba)KHO, YTOOBI AL[MEeHT HaXOWUICS IO, TIATe/IbHBIM
MEIMIVHCKIM Hab/MIoeHreM U MOTyYal HeoOXOVIMOe JIedeHe.

JledeHue MAIVIEHTOB 13 KaTETOPUM HU3KOTO PUCKA MOYKET BK/TIOYATh:
O AcnupyH B HU3KUX [03aX

O JleyeOHbIe KPOBOIYCKaHVs (KOTOpbIe Ha3bIBaIOTCs (ie6oTOMIMeI!)
JledeHe IAIMEHTOB 13 KaTeTOPUIM BBICOKOTO PICKa MOXKET BK/IIOYATh:
O AcCnupyH B HUSKMX 033X

O JleyeGHbIe KPOBOITYCKAHMA

O IIpuMeHeHNe peNapaToB, CHIDKAIOMINX KOTMYECTBO KI€TOK KPOBM
(«1MTOpenyKTUBHBIE» IIpeIapaThl)

AcnunpuH B HN3KNX fgo3ax. [Ipuem aciupuHa B HUSKMX 033X CHMYKAET PUCK
o6pasoBaHys TpoMO0B. OH IIpeRyIIpexXjaeT CIUIaHe TPOMOOLNTOB, YTO CHIDKAET
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BepOsITHOCTD popmupoBanmst TpomboB. Hanbornee gactoie mobounble a¢hdexTs
acIypyHA — PacCTPONICTBO SKETy/IKa 1 U3)KOTa.

JleuebHble KpoBonycKaHuA. KpoBoryckaHus BBIIOTHAIOTCSA OOJIBIINHCTBY
ITAIMIEHTOB C NIl ¢ peryasspHbIMI NHTEpBa/IaMM. KpOBOHYCKaHI/IF[ BBITIO/THAKTCA
TaK e, KaK 3a00p JOHOPCKOII KpoBM U3 BeHbL. P1e60TOMIA CHIDKAET KONMNYECTBO
KJIETOYHBIX 9JIEMEHTOB KPOBU 1 yMeHblIaeT 06beM Kposu. ITocre dre6oTomum
KPOBb CTAaHOBMTCS MeHee TYCTOI ¥ YMEeHbIIAeTCsl pUCK 00pa3oBaHMsl CKOIUIEHUI
K/IeTOK KPOBM BJIO/Ib CTEHOK KPOBEHOCHBIX cocyoB. Cpasy mocie ¢re6oTomum
OTME€YAE€TCA YMEHDBIIEHVIE€ HEKOTOPBIX CIMIITOMOB 6OH63HI/I, TAaKIMX KaK I'OJIOBHbBIC
6071, 3BOH B YIIIaX 1 TONOBOKPY>KeHne. OTHAKO CO BpeMeHeM PeTy/IApHbIe
brneboTOMMY IPUBOAAT K IeDUIMTY SKele3a B OpraHu3Me.
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MpumeHeHne npenapaToB, CHIKAIOWMNX KOINYECTBO K/IETOK KPOBMU.
[MTanmenTam c VIII 13 kaTeropum BbICOKOTO pUCKa MOTYT Ha3HA4aTbCs OfIMH WU
IBa UUTOPEeNYKTUBHBIX IIperapaTa 13 Ylic/a IepeurCcIeHHbIX HIDKe /LA CHYDKEeHNUA
KO/IMYeCcTBa KJIeTOK KPOBI.

O MuppokcnmoueBmuHa (Hydrea®). toT xumuoTepaneBTHIeCKuii IIpemnapar
BBIITyCKaeTcsA B TabneTkax. OH Ha3HAYaeTCA C IIe/IbI0 CHYDKEHNUA KONMYeCTBa
KJIETOK KPOBM, BLIPAOaTbIBaeMbIX B KOCTHOM MOS3Te€, U J/ISl yMEHbILIEeHN
pasMepoB cenedeHKI. OH IIPUMEHSAETCS Y MAIIeHTOB U3 KaTeTOPUI BHICOKOTO
PYCKa, IAIVIEeHTOB, KOTOPBIM He/lb3sl BBIIOJHATD YacThle (rieboToMmn,

a TaKOKe y MALMEeHTOB C BBICOKMM KOIMYEeCTBOM KJIETOK KPOBIU U YBE/IMYECHHO
cerneseHKoI1. Penkue mo6ounble 9¢(HeKThI 3TOrO Ipenapara BKIIOYaloT

A3BBI BO PTY, U3MEeHEHMe BKYCOBDIX OIYIIIEHNUI, AI3BbI Ha KOYKE U CBIIIb.
ITormyyeHb! HEOHO3HAYHBIE CBUJIETEILCTBA TOTO, YTO JAIUTENIbHOE JIedeHNe
TMIPOKCUMOYEBIHOI COIPOBOXKAAETCS TIOBBILICHIEM PUCKa BOSHMKHOBEHI
ocTporo ieitkosa. [To 910l pyYMHe I'MIPOKCYMOYEBHY YaCcTO U30eTraioT
Ha3Ha4aTh MOJIOZbIM NALleHTaM, KOTOPbIM IPEACTOUT MHOTOJICTHEE JICYCHIIE.

O WurtepdepoH-anbda (Intron® A / alfa-2b n Roferon®-A / alfa-2a), a Takke
¢$bopmbl 3ameneHHOro BbIcBO60XKAEHNA, KOTOpble HasbiBaloTcsi PEG-Intron®
(nervHTepdepoH anbda-2b) n Pegasys® (nermHrepdpepoH anbda-2a).
VuTepdepoHpl — 3TO 6MOTOTMYECKIIe ATEHTDI, IPUMEHSIONINECST C [e/TBI0
CTUMYJLALVY IMMYHHOJL CHCTEMBI L1 O0PbOBI € Ype3MepHOIl BBIPAOOTKOI
sputporutos. OHM MOTYT Ha3HAYATHCs IMOO IIPY HETTePEHOCUMOCTH
TU/IPOKCHMOYEBIHBL, 00 1py ee HeaHHEKTUBHOCTH, a TAK)KE MOTIOAbIM
IaIleHTaM, KOTOPBIM He peKOMEHYeTC s HasHadaTh IU/IPOKCUMOYEBIHY.
VuTepdepoHbl He UCIIONB3YIOTCS A/Ls IeYeHNsT OOMBbIIHCTBA TALEHTOB,
IIOCKOJIBKY, TT0 CPaBHEHMIO C ApyruMu MeTofamu nedenns V1T, ux cioxxuee
BBOJNTH (TpeOyeTcsi BBIIIO/IHEHYIE BHY TPUMBIIIEYHbIX VTN TTOTKOXKHBIX
VIH'BEKIINIT) ¥ K TOMY K€ OHJ CIIOCOOHBI BBI3bIBATh HEIIPUSATHbIE HOOOYHbIE
3¢ deKTl. Y HeKOTOPBIX HAI[IEeHTOB BO3SHUKAIOT YMEPEHHO BbIPaKEHHbIE
TPUIIIONORKOOHBIE CYMIITOMBI, CIYTaHHOCTDb CO3HAHNA, AETPeCcCrs 1 Apyrue
no6o4nble 3¢ dekThl nHTEPGHEPOHOTEPATININ.
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O PykconntnHm6 (Jakafi®). Pyxcomutnnub sismsercs narnburopom knHas JAK1
u JAK2 n ono6pen FDA 151 mprmMeHeHMsI B KadeCTBe Iperapara BTOporo psiga
s nedeHyst VIIT y malMeHTOB ¢ HEIIepeHOCUMOCTBIO MU Hed(h(PeKTUBHOCTDIO
TUAPOKCUMOYeBMHBL. JAK-6€/IK1 TOChITAI0T CUTHAIBI, PeryIUPYIOLIie BIPAaOOTKY
K/IETOK KPOBM B KOCTHOM MO3re; ey JAK-6e/IKit OChIIAI0T CIMIIIKOM MHOTO
CUTHAJIOB, KOCTHBII MO3T BHIPAOATHIBAET M30BITOUHOE KOMMYECTBO K/IETOK KPOBIL.
Pykcommtinub nurnbupyet JAK-6e1ku u nopapiser 4pesMepHyI0 CTUMYIIALIIIO
KOCTHOT'O MO3Ia. Y 3TOro IIpelapara Jjis IIpJieMa BHYTPb OTCYTCTBYIOT 3HaUVIMble
TOKCHUYecKue 3G PeKThl, OfHAKO CO BpeMeHeM BO3MOYKHO IIOBBILICHNE PUCKA
MHQEKIMOHHBIX OCTIO)KHEHMIA, TAKMX KaK ITHEBMOHIS U MH(EKIN MOYEBBIX
Iy Tejl, @ TAK)Ke OIOSICHIBAIOILIETO IMILIAs.

O bycynbdan (Myleran®) u xnopambyuun (Leukeran®). 3tu npemapatsr
MOTYT Ha3HAa4aTbCA ITallI€EHTaM C HETIEPEHOCUMOCTDBIO IPYIMX IEKAPCTB. OuHn
HasHaydarorcA i nedenus VI manuenTam B Bospacre 70-80 yet u crapiue,
KOI/ja Ipyrue nekapcTBa HeaeKTUBHBL V3-3a picka pa3BUTHA JICIIKO3a OHU He
Ha3HAYaIOTCs MallMieHTaM MOJIOfIOTO BO3PacTa.

JleueHue 3ypa. Y MHorux nanyenTos ¢ VII1 Bo3HUKaeT 3yy KOXI, KOTOPbIiT
IPUUVHSIET YIM BBIpQKeHHOe Heyno6CTBO. I/t popumIakTHKY 3yAa PeKOMEHYeTCs
peke IPUHNMATDb BAaHHY; TAK)Ke PEKOMEHAYETCsI KYIIAThCs B IIPOXIAHON BOJie

1 II0/1b30BAThCS MATKMM MbUTOM. [laneHTam TaKkoke peKOMeHAyeTCs He IPUHIIMATh
rOpsIYyI0 BaHHY, [PKaKy3u i gyur. Takke 04eHb BaKHO IOCTOSIHHO YB/IAKHSITD
KOXXY JIOCBOHOM ¥ CTAPaTbCsl He YecaTb ee, YTOODI He TOBPeAUTb. AHTUIMCTAMIHHbIE
IperapaTsl, Takye Kak mudenruapamut (Benadryl®), MoryT momous 136aBUTbCS OT
IIOCTOSTHHOTO 3y7a. I10604uHbIe 9¢)(HeK T aHTUTMCTAMMHHBIX [IPENapaToB BKIIOYAIOT
CYXOCTb BO PTY, COHIMBOCTD, TOTIOBOKPY>KeHe 11 6eCIIOKOiCTBO. Taroke [ist IedeH st
3y/ia MCHO/Ib3YeTCs cBeToTeparys (PpoToTepanusi) ¢ IpuMeHeHeM JIEKapCTBa MOf
HasBaHMeM IIcopajieH B KomOuHanum ¢ ynsrpaduonerom A (YP-A).

I nonydenns 6oree mogpo6HOI MHGOPMALVM O KOHKPETHBIX IIperapaTax
03HAKOMbTeCh ¢ becrnarHoit mybmmkanyeit LLS on nassauuem Understanding Side
Effects of Drug Therapy (HocTyIHa Ha aHITINIICKOM ¥ MICIIAHCKOM AA3BIKaX), lepeyHeM
MexapcTB Ha caitte LLS o agpecy www.LLS.org/drugs (Ha aHITMiICKOM sA3bIKe),

a Taroke nocernre cait FDA ¢ mHpopManyeit o IeKapCTBEHHBIX IIperapaTax I1o
ceblke https://www.accessdata.fda.gov/scripts/cder/daf/ (Ha aHrIMiIcKOM A3BIKE).

Mo6ouHbie 3pdekTbl neuenuns WM. Iobounsie apdexrsr nevenns VI 3aBucsr
OT MHOTHX ()aKTOPOB, B TOM YNC/Ie OT BUJIA JIeYeHN, 103 IIPEIapaToB, BO3pacTa
TAIlVeHTa U COIyTCTBYIOMINX 3a00/IeBaHMIL.

OueHb BXHO OTCIIKMBATD U YCTPaHATb mobo4Hble apdexTol. [Taryentam cremyer
06CynTD TI00bIe BOIIPOCHL 11 TPOO/IeMBI, CBsI3aHHbIE ¢ T0004YHbIMY 3 dexTamu,

CO CBOMM BpadoM. Bo/bIIMHCTBO T060YHBIX 9 PEKTOB IPEXOIALINE U MCUe3aI0T
II0CTIe 3aBepleHys nedeHs. s monydenus 6onee ogpoOHOI nHpOpMamu

0 KOHKPeTHBIX IIpelapaTax 03HaKOMbTecCh ¢ becruraTHol my6mkanyest LLS mox
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HaszBaHueM Understanding Side Effects of Drug Therapy (5oCTyIIHa Ha aHIIMIICKOM
M VICTIAHCKOM $I3bIKaX).

Oco6eHHocT NeveHus naymeHToB ¢ VM. Y narmentos ¢ V1T noBblieH puck
KpOBOTe‘IeHMﬁ I10CJ1E XI/[pypI‘I/I‘wCKI/IX BMENIATE/IbCTB. TaKI/IM o6pa30M, OYE€Hb
Ba)KHO, YTOOBI XUPYPT (Bpay, KOTOPBIiT IPOBOAUT OIEPALINIO) COITIACOBBIBATI CBOM
,IIef;ICTBI/IH C remMaTo/IoroMm (Bpa‘{OM, KOTOprf/l CIIeANT 3a TCYEHMEM MH), IIOCKOJ/IbKY
XUPYPTr MOXKET He 3HaTb O IOBBIIIEHHOM PJCKe KPOBOTEYEHUIT 1 TPOMOO30B

y JAHHOrO nanyeHTa. [lepes mpoBeieHreM IJIaHOBOJ ONlepaLy PEKOMEH/TYETCA
CHU3UTDH KO/IMYECTBO SPI/ITpOHI/ITOB nT p0M6OHI/ITOB oo HOpMa}IbeIX 3HAYEHUI.
KpOMe TOrO, IVIAH JICYCHUA JO/DKEH BK/IIOYATH Mepr II0 MMHVIMN3al I pI/ICKa
YpE3MEPHOTO KPOBOTEIECHNA U TpOM603a F}]y60KI/IX B€H I10C/I€ OII€palI VL.

Kak naymneHTbl ¢ UM gomkHbl yxaXkuBaTtb 3a co6on

[Taunments ¢ V11 BO/DKHBI TIATETBHO CIIEANUTD 32 CBOUM 370poBbeM. O6pa3s KM3HI,
COXPaHSIOLINIT 3I0POBbe Cep/illa, MOXKET CII0COOCTBOBATH CHIDKEHNIO PICKa
TpoM6030B. PekoMeHyeMble 3MeHEHNsT 00pasa KUSHIA:

O OTKasaTbcA OT KypeHus. [lanyeHTaM ciefyeT IpeKpaTUTh KypPHUTh, TOCKONIbKY
HUKOTVH BbI3bIBAET CY)KE€HME KPOBEHOCHBIX COCYOB, YTO MOBBILIAET PUCK
BO3HVKHOBEHNA MH(apKTa MUOKapHa 1 IHCY/IbTA.

O CTpemMMUTbCA AOCTUYb 3[0POBOro Beca Tena. V30bITOYHbIN BeC Teja in
O)I(I/IpeHI/[e yBeHI/I‘{I/IBaeT pI/ICK BO3HIMKHOBEHIA ITOBBIIIEHHOTO apTepI/Ia}IbHOI‘O
IABJIEHNS, CAXAPHOTO [1abeTa 2-TO TUITA VM MIIEMUIECKOI 60/Ie3HI CepALa.

O MpuHMMaTb NeKapcTBa. HekoTOpbIM ManyeHTaM MOTYT TpeOoBaThCs IeKapCTBa
IJ1s1 CHVDKEHMA apTEPUAIbHOTO [AB/IEHNs, yPOBHSA X0/I€CTEPMHA U KOHTPOJIA
TeueHsI caxapHoro guabera. KoHTponb aTux 3a6oeBaHmit IO3BOMIAET CHUSUTD
PVICK BO3HMKHOBEHU: NH(APKTa MMOKap/ia Y MHCY/IbTA.

O BbINOAHATb pU3MYECKNE yNpaXKHEeHNA. YMepeHHas puandeckas Harpyska,
HaIpyMep Ielyie IPOry/IKY, YIydliaeT KpOBOCHAOKeHIe TKaHell I OPIaHOB,
CHIDKasl pUCK 00pa3oBaHus TPOMOOB. BbIlo/iHeHNe yIpaXKHEHNUIT Ha PACTIKKY
HOT' /1 TOZIEHOCTOITHBIX CYCTAaBOB TAaK)K€ MOXKET Y/Ty4llaTb KpOBOCHa6)KeHI/[€
U IPEISITCTBOBATh (POPMUPOBAHIIO TPOMOOB B BeHaX HOT. Bpad mmn
(usKoTepaIeBT MOTYT COCTABUTb I BAC KOMIUIEKC YIPaKHEHUIL.

HayuHble pa3paboTkn n KnnHN4YecKne
nccnepgoBaHmA, Kacawowumecs UM

B uHTepecax MaIieHTOB OTCIEXUBATb BO3MOXXHOCTH nedeHus VI B pamkax
K/IVHUYECKNX VICC/IEOBAHMI M Y9aCTBOBATh B HUX IIPY YCTIOBUY COOTBETCTBUA
KpUTepMAM BKIoueHrA. Kimmnudeckue uccnenoBanms NpOBOAATCSA [JIA MCIIBITaHUA
HOBBIX JIEKapCTB 1 METOJIOB JieueHus epef TeM, Kak FDA paspelaet npuMeHATDb
JX B Ka4eCTBe CTAaHJAPTHOIO JleueHM:1. MHorMe KIMHMYeCKue JICCIefOBaHUA
NIOJIeP>KMBAIOTCS MCCTIeloBaTe/IbCKIMM ITporpamMmamu LLS.
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KnuHunueckne nccnegoBanmns. Kaxmoe HOBoe /IeKapCTBO WM CXeMa JIeYeHNS
M3YYaeTCs B XOfie HECKOMBKIX K/IMHITIECKIIX VICCTIETOBAHMIT TIEPeT] TeM KaK
CTaHOBUTCS YACThIO CTAHJAPTHOTO JleveHst. KIMHIYecK e MccmefOBaHysI TIATENMBHO
Pa3pabaTbIBAIOTCSA U MIPOBEPSIOTCA BPAYAMI-OKCIIEPTAMI U UCCIIENOBATENSAMI,

4TOOBI 06€CIeYNTh HaMBBICIINIT BO3SMOKHBII yPOBEHD 6€30IIACHOCTI ¥ TOYHOCTD
HAyYHBIX Pe3y/IbTaTOB. YYacTye B K/IMHIIECKOM JCCIIETOBAHNI, KOTOpOe
HPOBOJIUTCS HAIJIEKALVM 00Pa3oM, AaeT BO3MOKHOCTb [IO/Ty4aTh HayIydiiee
BO3MOXKHOe jTedeHne. COBpeMeHHbIe METOMIBI JTeIeHVIsI TTOSIBIINCH Oarofapst
YYACTHIO TIAIMEHTOB B paHee IPOBEIEeHHbIX KITMHNYECKIX NCCIeNoBaHmsX. s
HoJTy4eHyst 6oree ORPOOHOI MHOpMALMY IT03BOHKTE 110 Tenedony (800) 955-4572,
9TOOBI [IOTOBOPUTD C KOHCYILTAHTOM LLS, KOTOPBIIT IIOMOXKET Hai Ty IIOfXOZsLIee
K/IHIYeCKOe VCCTefoBatue. [1py HeoOXOAMMOCTI BO3MOXKHO MHAMBIU/YA/IBHOE
KOHCY/IBTMPOBAHIE 10 BOIIPOCAM YYaCTVs B K/IIMHNYECKVX VICCTIEOBAHNSX, KOTOPOE
TIPOBOAMTCS MENVUIIHCKIMI CECTPAMI, TIPOILENIINMI CIIENMaNTbHOEe OOyIeH e,

HanpasneHuna HayuHbIX nccnenosannin. Kimmnmrdeckue 1cceoBaHyst IPOBORATCA
JUIA I/ISY‘{CHI/IH BOSMO)KHOCT€I7I JICYCHUA paSHbIX rpynn IIAIVIEHTOB: ITALJVIEHTOB,
KOTOPbIM IV1arno3 6bIH IIOCTABJIEH HEOABHO, ITAIVIEHTOB C paSBepHYTbIM TEeYEeHEM
60}Ie3HI/I, a TaKKe ITalIEHTOB C HEIIEPEHOCVIMOCTDBIO VIJIN He3(1)(beKTI/IBHOCTbIO
TCKYH_H/IX HEKapCTBeHHbIX npenapaTOB. ]/[HOI‘,H& yqacme B KIIMTHNYE€CKOM
JICCIIeNOBAHUN o6ecneqMBaeT HaI.U/IeHTy Havmquee BO3MOJXHOE€ JICYCHIE.

VccnepoBareny B HACTOALINIT MOMEHT M3y 4alOT:

O TeHeTmyeckye MyTaLUM 1 KJI€TOYHBIE CUTHAJIbHBIE IIYTH, MMEIOLIJie OTHOLIEHNE
K BO3HMKHOBeHuI0 VIIT, 4T06BI CO37/aBaTh HOBBIE JIEKAPCTBA J/Is TAPTE€THOM
(nampasrnennoit) Tepanuu VIT

O HoBble MeTO/bI JIEUEHM /IS CHYDKEHUSA PUCKA CEPHEeYHO-COCYANCTBIX
OCTIO>KHEHU U /IS TIOBBIIIEHN S KaueCTBa >KM3HM manueHToB ¢ V11

O HoBble MeTOfbI JICYEHS, CIOCOOHBIE IIPeNyIPeNUTh Iporpeccuposanue V1
C IepexofioM B 6oJiee TsDKeble 3a00/IeBaHysI KPOBU

O Hosrpie METO/bI ICYCHN A, CII0COOHBIE 00eCTIeYNTD IIalMeHTaM C WII ns KaTeropmumn
BBICOKOTI'O pPMICKa HOPMa/IbHYIO ITPOJO/DKUTEIPHOCTD JKU3HN

B HacTosA1ee BpeMs M3Y4YaloTCs, B YACTHOCTH, BO3MOYKHOCTY TIPYMEHEHIA
CTIeAYIOIVX JIEKapCTBEHHBIX ITPEIapaToB:

O NerunHTtepdepoH anbda-2a (Pegasys®). B nporiiom nprmenenne
UHTepEepOHOB ObIIO OrPaHIYEHO, IIOCKOIbKY 3TH IIPEIapaThl II0X0
HepeHOCHINCh NanyenTamMu. OJHAKO B HACTOsAIee BpeMs MHTepeC yYeHbIX
IIPUBJIEK/IA CIOCOOHOCTD MHTEP(PEPOHOB BBI3HIBATD MOTIEKY/IAPHBII OTBET
Yy HEKOTOPbIX ITalieHTOB. MosieKy/LApHblil 0TBeT y nauueHTos ¢ V1T Ha
MHTepdePOHOTEPAIINIO 3aK/TI0YACTCS B CHVDKEHIY KOMMYECTBA KJIETOK C My Taljieit
B reHe JAK2. B HacTos1ee BpeM:A M3Yy4aloTCA BO3MOYKHOCTY IIPYMEHEHNA HOBBIX
IperapaToB-MHTeP(ePOHOB, IPEAIONIOKUTEIBHO CIIOCOOHBIX 00eCIIeYnTb
MOJIEKY/IAPHYIO PEMICCHIO 3a00/IeBaHNA C MEHBIINMY OOOYHBIMY 3 deKTaMIL.
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O TuBMHOCTAT. [MBIHOCTAT — 3TO MHTMOUTOP JealieTH/Ia3bl IUCTOHOB
(anrmmiickas ab6pesnarypa — HDAC). Muru6uropsr HDAC — 310 BewjecTsa,
BBI3BIBAIOLIVE XUMMUYECKIE I3MEHEHNS, IPEILITCTBYIOLIVE POCTY I
JIe/IEHNIO TTATO/IOTMYECK M3MEHEHHBIX KIeTOK. VIccIeoBaTeny 1u3yJaoT
BO3MO)KHOCTM IIPYIMEHEHVA ITMBMHOCTATa B KauecTBe 3 deKTMBHOI Tepanmn
BTOPOTO psJia y MAL[VIEHTOB C HEIIePEHOCUMOCTBIO MU HedPPEKTUBHOCTHIO
TMAPOKCUMOYEBUHBL. Takoke M3ydaeTcs IpUMeHeHe ITMBUHOCTaTa B KOMOMHALINN
C HUBKVIMU JJ03aMU TYIPOKCHMOYEBIHBL.

O WpacanytnuH (RG7388). Oto nurnburop 6enxa MDM2, KOTOpBIIt OITOKMpYyeT
0co6ble GenKoBbIe B3anMopeicTBust. VIHrmOupoBaHme 3Toro 6enka IpuBOUT
K aKTMBAIMM CUTHAJIbHOTO TyTH p53. 9TO Ba)KHBII MeXaHM3M 3aITycKa
TeHeTMYeCK! 3allpOrpaMMMPOBAHHON KIeTOYHOI cMepTH (KOTOpast Ha3bIBaeTCA
«aIIONITO30M») B [TATOIOTMYECKN M3MeHeHHBIX KireTKax mpu IT.
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P93yﬂbTaTbl neyeHna naymveHrtos ¢ UM

Mennana BppkuBaemocty nauyeHToB ¢ VIIT coctapnser 10,9 ropma. Y maimeHToB

¢ VT ipofo/oKnTenbHOCTD YKM3HU MOXKET OBITh KOpOde 0OBIYHOI, O{HAKO 3TO
3abormeBaHe 0OBIYHO YAAETCS YCIEUIHO KOHTPOIMPOBATh B TeUeHME J/INTEIBHOTO
BpeMeHM IIPY YC/IOBUM TIATEeTbHOTO MEAUIMHCKOTO HAOMIONEHNA 1 JIeYeHNA.

B HexoTopbix crydasx VIT MoxeT IporpeccupoBarh ¢ IepexofioM B Muenoduopos,
OCTPBII MUETOUHBIN JIEMIKO3 VIV MUETOAVICIITIACTIYECKUI CUHPOM.
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DcceHUManbHasa TpomoéounTemnsa

AccennmanpHas rpomboryremus (3T, anrmitckas ab6pesuarypa — ET) —

aT0 pasHoBuAHOCTH MII3 (anrnuiickas abopesnarypa — MPN). ITpu sTom
3a00/1eBaHNY B KOCTHOM MO3Te BHIPA0aThIBACTCS C/IMIIKOM MHOTO TPOMOOLIUTOB.
TpoMOOLNTBI — 3TO MaJIeHbKIe KJIETOYHbIE (PParMeHThbl KOTOPbIe C/IMIIAIOTCS
IPYT C LPYTOM M 00pasyioT TPOMOBI (KPOBSHBIE CIYCTKY) UL 3aMefIJICHIS VTN
OCTAQHOBKM KPOBOTEUEHNIL, YTO CIIOCOOCTBYET 3aXKMB/IEHNIO paH. TpoMOOLUTEL
paHblile Ha3bIBA/IM KPOBSIHBIMM IUTIAaCTMHKaMM. Korja B KpOBY CIIVIIIKOM MHOTO
TPOMOOLIUTOB, OHY MOTYT C/IMIIATCSI BMECTe, 00pasysl CryCTKH, KOTOpbIe
IPEIITCTBYIOT TOKY KPOBM IO COCYAaM. I10BbIlIIeHHOE KOMM4eCTBO TPOMOOLINTOB
MO>KeT IIPUBECTH K 00Pa30BaHMIO TPOMOA — KPOBSIHOTO CTYCTKA, GOPMIUPYIOLIETOCs
B IIpocBeTe cocyfa. TpoMb MOYKeT CTaTh IPUUMHOI TSHKETIOro 3ab0/IeBaHs,

B TOM 4ICTIe MHCY/IbTA, MHGAPKTA MIOKApHa WV JIETOUHOI aMbommn. [Ipyrie
HasBaHuA T — nepBuyHasA TPOMOOLMTEMIIS, MMOTIATNYECKAs TPOMOOLIMTEMNS
M IEPBUYHBII TPOMOOINTOS.

Y manuenToB ¢ 9T oxupaeMast MpOFO/DKUTENBHOCTD )KM3HN B CPEIHEM He
OT/IMYAETCA OT OOBIYHOI, €CIV OHY HAXOMATCA IIOJ, MENUIIMHCKIM HaO/IIoieHeM
remarosiora (CHeryanicTa o 3710KauecTBEHHbIM 00/Ie3HAM KPOBH) 1 ITOTYYal0T
HaJyIeXxalee jiederye. Y HeOOIbIIOro KOAM4eCcTBa MALIeHTOB 3a00/IeBaHIe MOXKET
TpaHCPOPMUPOBATLCA B MUETTIOPUOPO3, OCTPBIIT MUETIOMIHBII JIEIKO3 1, Pexe,

B MUETOAUCIUIACTIYECKNIT CHIPOM.

dakTopbl pMUCcKa, 4acToTa U NPUYNHDI
BO3HUKHOBEHMSA 3CCeHLUaNbHON TpombouuTemnn

AcceHManbHAsE TPOMOOIMTEMISI — PEKOe 3a00/IeBaHe CHCTEMbI KPOBL.

B Coenyuennbix IllTaTax AMepyKy 9acTOTa BO3HMKHOBEHMS (KOTMYECTBO HOBBIX
IVarHOCTMpOBaHHBIX cny4aeB) T cocrasiaer npumepHo ot 0,38 1o 1,7 cmydaes

Ha 100 000 yennoBex B rof. Y >xeHiyH 9T fuarHocTupyeTcs yaile, YeM y MYy>KUMH.
MenuanHbiit Bopact guarHoctrku OT cocrapsiet 65 €T, XOTsI 3T0 3a60/IeBaHe
MOYKET BO3HMKATb 11 y MOJIOJbIX JIIOfIEli, B TOM YMCJIE Y SKEHIIVH JeTOPOJHOIO BO3pacTa.

Toynast nprumHa BO3HUKHOBeHNs1 DT 0 KOHIIA He ycTaHOB/EHA. B 60/bInHCTBe
cyvaeB Bo3HUKHOBeHNe OT CBA3aHO C OZHOI WM HECKOTBKUMU IPHOOpeTeHHBIMM
TeHeTUYeCKVMU MYTaIlAIMM B TeMOIIO3TIYECKOI CTBOTIOBOI! K/IeTKe, KOTOpbIe
IIPUBOJAT K Ype3MepPHOI! BbIPaOOTKe MeraKapuoL/TOB, KJIETOK-TIPEIIeCTBEHHIKOB
TPOMOOLNMTOB B KOCTHOM MO3Te. DTV MyTaLi/ He BPOXK/IeHHbIe, OHJ BO3HUKAIOT

Ha NPOTsDKeHUM >Xn3Hu. Pexxe BcTpevaercs HacnenctBeHHas popma IT. Ecm 9T
BPOXKJIEHHAsI, TO € Ha3bIBAIOT CEMEITHON 3CCEeHIIMAIBHOI TPOMOOIMTEMIETL.

Y nopasrsroiero 00blIMHCTBA NanyeHToB ¢ OT BoiABIsgeTcsa MyTauus reHa JAK2,
rena MPL vinu rena CALR. IlokasaTenm 4acTOTbI BOSHUKHOBEHNSA 3TUX MYy TaLIMIi:

O Myranus reHa JAK2 — 60%
O MyTtanua CALR — 20-35%
O Myranusa MPL — 1-4%
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[Tpumepno y 10% manyentos ¢ 9T oTcyTcTByIoT MyTaryu resos JAK2, MPL

wm CALR. Taxyio ¢dopmy ST HaspiBaroT Tprokabl HeratusHou OT. TpebyroTcs
IaJIbHeIIIINe VICCIeJOBAH, YTOOBI BBIABUTD IPYTYe MyTALMH, KOTOPbIe MOTYT ObITh
IIPMYMHON BO3HMKHOBEHMS 00JIe3HN Y TaKMX IAI[VICHTOB.

KnuHnuyeckune npoasnenna 3T

AcceHnManpHas TPOMOOLMTEMISI YACTO AMATHOCTIPYETCS ellle 10 TOSIBIEHMsI
K/IVHUYECKUX CUMIITOMOB 00/Ie3H) Ha OCHOBAaHWM Pe3y/IbTaTOB aHA/IM30B KPOBH,
KOTOpbIe BLIIIOTHAINCD IO APYTOMY TIOBOJY, HAIIpYMep, B paMKaxX IJIAaHOBOII
IIPOBEPKM 370pOBbs1. OTHNM 13 IEePBBIX KIMHUYIECKNX IposiBaeHnit T MoxxeT
OBITb BOSHMKHOBEHME TpoMba (KpoBsiHOrO crycTka). Knunndecke nposisnennsa 9T
BKJTIOYAIOT CTIefyloliee:

O Cmnaboctb

O O6MOpPOKM 1 IPeROOMOPOIHBIE COCTOSHIS
O bonb B rpyau
(@]

JKryuas mim mynbcupyromas 607b B KMCTAX WM CTYITHAX, 00yCTOB/IeHHAs
HapylleHNeM KPOBOTOKa (3TOT CUMIITOM Ha3bIBAETCS «9PUTPOMETIA/ITI» ).

O VBenmmueHHas ceyle3eHKa

Ecim Tpom6b 06pasyeTcst B apTepui, 0 KOTOPOI KPOBb IIOCTYIIAET K TOTIOBHOMY
MO3TY, TO 3TO MOXKET BbI3BaTh BpeMEHHOE IpeKpallleH1e MPUTOKA KPOBU K Y4aCTKY
Mosra. Takoe cOCTOsIHMe HasbIBaeTCs TPAH3UTOPHOI MileMudecKoit aTakoit (TVIA,
aHIIMiicKas ab6peBuaTypa — TIA), 1 OHO OTHOCHUTCSA K Cepbe3HBIM OCTIOXKHEHVISIM.
Knmunnaeckue npossnenya TVIA BKII0YaloT cefyrolee:

TonoBHble 601
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CmabocTh My OHEMEHVE TI0JIOBYHBI Tejia

o O O O

HeueTkoCTb 3peHNms min fBOEHE B IIa3ax
O HepasbopunBasi, HeBHATHAS Pedb

Y Heb6onbIIoro komdectsa nanyeHToB 9T MoXKeT BbI3bIBATh KpoBOTedeHNs. OHI
MOTYT BO3HUKATD y MALVIEHTOB C KpajlHe BBICOKUM KOIMYeCTBOM TPOMOOLIUTOB.
Knunnueckue NposBIeHNsA KPOBOTEYEHNA MOTYT BK/IIOYATh:

O O6pasoBaHie CMHIKOB (KPOBOIIOATEKOB) OT JIETKOTO BO3/IE/CTBIUS
HocoBble KpoBOTEeUEHMA
KpoBoTeueHus 13 xemyl04HO-KUIIIEYHOTO TPAKTa

KpOBb B KaJIOBBIX MaccCax

o O O O

Kposb B Moue
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Ha panexo 3amegmux cragyssx 9T MOTyT MOSABIATHCS JOMONMHUTETbHBIE CUMIITOMBL
K HuM otHOCATCA:

O

O

(@)

o

IloBbIIEHHAS YTOMIIAEMOCTD
IToreps Beca
Cy6debpunpHas muxopanka

Houynast moTnnBoCcTh

OcnoxHeHusn IT. [Taronorudeckoe o6pasoBanue TpoMO0OB, BbisBaHHOE I,
MO>XeT IIPUBECTY K BO3HMKHOBEHIIO PAa3HBIX IOTEHIIMAIBHO CePbe3HBIX
OCJIOYKHEHUI, BKITFOJas:

(@]

WHcynbT. VHCy/IbT BO3HUKAET, KOIJa TPOMO OIOKMPYeT IIPUTOK KPOBY K YIaCTKY
mosra. Hapyienye nputoxa KpoBiu K MO3Iy IIPUBOAUT K IIOBPEXIEHIIO
MO3roBoii TKauu. [IprsHaky MHCYIbTa BKIIOYAIOT FO/IOBOKPY KEHME, IIOTEPIO
JyBCTBUTEILHOCTM, MBIIIEYHYIO CTA0OCTD B OHOII ITOIOBYHE Tela, HapyILeHe
aKTUBHOJ peyyy, JCbMa U CIIOCOOHOCTY BOCIPMHYIMATD YY>KYIO pedb.

NHdapkT mnokappa. VudapkT Muokappa BOZHUKAET, KOrfga TpoMb Omokupyer
IIPUTOK KPOBU K CEPAILLY.

OcnoXKHeHNA TeyeHna 6epemeHHOCTUN. HekoHTponupyemoe Tedenne T
y 6epeMeHHBIX MOYXET IIPUBOJUTD K BBIKVBIILY, 3a[iepXKKe BHYTPUYTPOOHOTO
PasBUTHS IJIOAA, IPEXKIEBPEMEHHBIM POfiaM I IpeXKIeBPeMEeHHOI OTCIIOMKe
IIalleHThI (TIpeX/ieBPEMEHHOMY OT/Ie/IeHMIO IIALIeHTDI OT CTEHKY MATKI).

Mpoune 3ab6oneBaHna KPOBU. B HEKOTOPBIX CTyYasix y nauueHTos ¢ 9T
MO>KET pasBUBATbCA Muenopuépos — apyras popma MII3, koTopast IpUBOAUT
K 06pasoBanmIo py610B (h16pOo3HOI TKaHM) B KOCTHOM MO3Te, BOSHVKHOBEHIIO
aHeMVI U YBEITMYEHMIO TIeYeHN U CeJIe3eHKN. Y HeOO/bIIoro KomdecTsa
naiueHToB DT MOXKeT MporpeccupoBath C IepeXofoM B MUETOAMCIINIACTIYECKII
CUHJPOM UJIA OCTPbI MUETIOUTHBII JIEIKO3.

OwnarHoctuka 3T

XoTs1 y manyeHTa MOryT OBITh TUIMYHBIE K/IVHIYIECKIE IPOSIB/IEHNSI V1 CYMITTOMBI

AT, 11 HOATBEP)K/IEHNS AMarHo3a HeOOXOAMMO BBITOTTHUTH Ta00paTOpPHBIE

aHammsblL. Kak npaBuio, Bpad CHavasa MIeT APyTiie IPUYVHbI yBeTIYeHN
KO/II9eCTBA TPOMOOLIMTOB, YTOOBI MCK/TIOUNTh COCTOSIHIE, KOTOPOE HA3bIBAETCSI
peakTuBHOI (MM BTOpu4HOI) TpoMbortemuert. [Tpu peakTBHOT TpoMOOIMTEMUU
KO/INYeCTBO TPOMOOLIVITOB O4YeHb BBICOKOE, OfHAKO, B oT/idne oT T, oHa He CBsi3aHa
C OIIYXO/IEBBIM IIPOLIECCOM B KOCTHOM Mo3re. IIoBbIIIeHHOE cofiepKaHe TPOMOOLITOB
B KPOBU IIPU PEaKTUBHOI TPOMOOLMTEMIY BOSHUKAET B OTBET Ha IPYIYIO IpOOIeMy

B OpraHyusMe, B TOM 4JCTIe:

o

BocmanurenbsHoe 3a6oneBaH1/1e, HaIllpUMeEp, aKTUBHOE T€YE€HNE apTpUTa UIN
BOCITa/INTEIbHOE 3a00/IeBaHMe JKEMTyJOYHO-KNIIEIHOI'O TpaKTa
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O JKenesopedpuuntHyo aHeMUIO
O HemmarHOCTMPOBAHHYIO 3TOKAYECTBEHHYIO OIYXO/Ib
O OrcyTcTBHe cene3eHKH (cenie3eHKa ObUIa yaneHa B IPOLITIOM)

Y HalMeHTOB C peakTUBHOI TPOMOOLMTeMyel! IT0C/Ie YCTPaHeHNsI BhI3BABILICH ee
IIPUYMHBI KOJIMYECTBO TPOMOOLMTOB B KPOBY JJO/DKHO BEPHYTBCSA K HOPMe.

C60p MeaNLIMHCKOro aHamMmHe3a 1 Bpaue6HbIli ocmoTp. O6cnenoBanme
MALMEHTOB C mofio3penneM Ha DT [O/HKHO HAYaThCsA CO cOOpa MOAPOOHOTO
MEZIMIIMHCKOr0 aHaMHe3a (MeVILIMHCKON NCTOPUN) 1 IPOBefeHMs PU3NKATbHOTO
(ob111er0) 0OcMOTpa BpadoM reMaTo/IorOM-OHKOIOTOM.

MenuuMHCKII aHaMHe3 JJO/KEH BK/II0YaTh CeAyIolIye CBefleH)s O MaliieHTe:
O ®aKTOpbI PYCKa CEPAEIHO-COCYANUCTHIX 3a00/IeBaHMIT

O TlepeneceHHble 1 TeKylye 3a60/IeBaHNs, TPABMBI, IPUMEHSBIIIECS METObI
Jie4eHNA U JTIeKapCTBEHHbIE IIperapaThl

O Mcropus TpoM6030B (hOopMMpPOBaHNS MU HAINYMS TPOMOOB B KPOBEHOCHBIX
COCyfiax), KpOBOTEUEHNUIT WV KPOBOVB/IVISTHII

©) MCTOPI/IH 3a00/IeBaHmIl KPpOBHBIX POICTBEHHVIKOB (HOCKOJ’[be HEKOTOpbIE
3a00/1eBaHMs MOTYT I1€peaBaTbCA 110 HaCHeHCTBy)

O Texyue CUMITOMBI

Iocre 3aBepieHNst COOpa MEAMIIMHCKOTO aHAMHe3a Bpad IPOBefieT (M31Ka/IbHBbII
(06mmit) ocMoTp. Bo Bpems pusKKaIbHOrO OCMOTpa Bpad BBICYIIAET JIETKYE U CEpyiLie
IaI/leHTa U 00CTIefyeT ero TejIo Ha IpeaMeT KIMHINYECKIX TPU3HAKOB NH(EKIIMOHHBIX
" Ipyrux 3a0071eBaHMIL. Bpaq TaK>Ke MOJKET ITa/IbIIVIPOBATD pa3HbI€ YIACTKN Te€/Ia
TALVIeHTa, YTOOBI OLIEHNTb Pa3Mepbl BHYTPEHHVX OPraHOB, X KOHCUCTEHLINIO
(MATKOCTB WM TBEPHOCTb), @ TAKXKE YTOOBI BBIIBUTD 60O/IE3HEHHOCTD IIPH I IbIIALINIA.
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Haxoger, OyyT BBIIIO/THEHbBI @HA/IV3BI KPOBY ¥ KOCTHOTO MO3T'a JI/ISl BBIAB/ICHNUSA
[IaTO/IOrMYecKyX u3MeHeHuit. [Tatorucronor (Bpad, Crielyanmu3mnpyommiics Ha
BBISIBJIEHNN 3a00/IEBAHMII Iy T€M M3Y4YeHVsI KIeTOK 10} MMKPOCKOIIOM) IIPOBEET
PsI aHAIM30B /A1 M3YYeHNs K/IETOK KPOBM M KOCTHOrO Mosra. O6pasibl KpoBI
¥ KOCTHOTO MO3I'a TaK)Ke MOTYT OBITh VCCTIEHOBAHbI BPa4OM-IeMOIIaTONIOTOM —
CIIEIMAIVICTOM, KOTOPBII M3ydaeT U FUAaTHOCTUPYeT 3a00/TeBaHMsI KPOBIL.

O6wwmin aHanus Kpoeu (OAK, aHrnuiickas ab6peBuarypa — CBC).

[Tpu mpoBefeHNY STOTO aHA/IN3A OIPE/E/AeTCS KOMNMIeCTBO IPUTPOLNTOB,
JIeIKOLMTOB ¥ TPOMOOLIMTOB B 06pasiie Kposu. Kpome Toro, B 3T0M aHasmse
OIIpefieTIsIeTCS] KOJIMYECTBO BEIIECTBA, COAEPKAIETOCs B 9PUTPOLNTAX

U IEPEHOCSIIIETO KUCTIOPOTE (KOTOPOE HA3bIBAETCSL «T€MOITIOOMH») 1 IPOIIEHTHOE
CofieprKaHIe IPUTPOLIUTOB B I[eTIBHOI KPOBU (KOTOPOE Ha3bIBAETCS «TE€MATOKPIUT» ).
[Tpu ST konmn4ecTBO TPOMOOLIMITOB IIPEBBIIIAET HOPMY.
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Mazsok nepudpepunyeckoii Kposu. [Ipr aTom aHamn3e HEOOMBIIOE KOTMIECTBO
nepudepruecKoit KpoBI UCCIERYeTCs IO, MUKPOCKomoM. [Tatoryucronor nsydaer
Ma30K KpOBI/I, BbBIABJIASA USMEHCHU A pasMepa, (1)0pr1 I BHCIITHETO BIUIIA pasﬂmx
K/I€TOYHDbIX 9/IEMEHTOB KPOBI. ITOT aHaA/IM3 TAK)KE I1I03BOJISAET O6Hapy)KI/[Tb
He3perble (6macTHbIe) KeTKu B epudepndeckoit Kposu. [Ipu 3T TpomM6OImMTHI
B Ma3Ke KpOBIM MOTYT 6I:vITb YBE€INYEHDI B pa3Mepax I/I/I/I}II/I CINIIATbCA B CI'YCTKN.

PasBepHyTbIN 6MOXMMNYECKINIT aHaNN3 KPoBU. ITO COBOKYITHOCTb PA3HBIX
AaHaJ/IN30B KPOBI/I, B KOTOprX I/ISMCP}IIOTC}I ypOBHI/I OHpe,T.[eHeHHbIX BEIECTB, KOTOpIJIe
BBITIC/TAOTCA B KpOBb paSHI)IMI/I OpI‘aHaMI/I u TKa"HAMU. K atnm BeleCTBaM OTHOCATCA
9TIEKTPONIUTHI (TaKye KaK HaTPUiL, Kaynil ¥ XJIOPMABL), XXMPBL, Oe/IKY, III0Ko3a (caxap
KPOBI/I) n (bepMeHTbI. brnoxummyaeckui ananus KpOBI ITIO3BOIAET IIOTYINTb BaXKHYIO
I/IH(bOpMa]_U/IIO 0 TOM, HaCKOJIbKO XOpPOIIO pa60Ta10T TI0YKM, II€9€Hb 1 NPYyIrye OpraHbl
MaIyieHTa. DTY aHaIM3bl He IPUMEHAI0TCA s grarHocTuky T, ofHako M3MeHeHu:
yp0BHe171 onpe,ueneHHbe BEIIECTB B KpOBI/I MOI‘YT 6bITb HpO}IB}IeHI/IeM 6OH63HI/I i
APYToit IPO6IeMBI CO 3l0POBbEM.

Acnipauyisa 1 6Moncnsa KOCTHOro Mo3ra. OTI UCCTIeOBAHMS IPUMEHAIOTCS /L
VI3y4eHNA KJIeTOK KOCTHOTO MO3Ta ¥ OObIYHO BBITIOMHAIOTCA OfHOBPeMeHHO. O6pasiibl
KOCTHOTO MO3Ta OOBIYHO MOJTy4aloT 13 Ta30BONI (IIO/IB3IOIIHOI) KOCTY MAIIeHTa
nocye 06e300/MBaHMA MeCTa MyHKIVN. [/ IIO/TyYeHys acypara KOCTHOTO MO3Ta

B Iy0uaTOe BEILECTBO Ta30BOI KOCTV BBONWUTCS II0/IAasI UITIA, Yepe3 KOTOPYIO IOTy4atoT
XKUJIKIIE 06paselr] KOCTHOTO MO3Ta, COfep>Kallii KIeTKU. ]/ BBIIOTHeHVsST OMOIICUY
KOCTHOTO MO3Ta JICIIONIb3yeTCst Gosiee TOICTast UIVIA, C IOMOLbIO KOTOPOJT IOy YaioT
MaJIeHbKIIT KyCOYeK KOCTH, COTlepyKallyii KOCTHBI Mo3r. O6a 06paslia M3y4aroTcs
TI07], MUKPOCKOIIOM [/ BBLAAB/ICHVSA TIATO/IOTMYECKIX KJIETOK, @ TAKKe 0OHapy KeHMsA
py61oBoIi (Ppubpo3HOIT) TKaHM B KOCTHOM Mo3re. Y maryeHToB ¢ DT BbLaB/IAeTCA
HOBBIIIEHHOE KOIYECTBO KIeTOK-IIPEIIIeCTBEeHHIKOB TPOMOOLMTOB B KOCTHOM
Mosre (Merakapuouutos). Pasmepsl 1 popMa 3TUX MEraKapuOLUTOB MOTYT OBITH
IIATO/IOTMYECKI M3MEHEHBL.

MonekynapHasa guarHoctka. MoneKynsapHble TeHeTHUeCKle aHATU3bI
IPECTAB/ISIIOT COOO0I OYeHb YYBCTBUTENbHbIE METOLVKI, KOTOPbIE IIPYMEHSIOTCS
IS BBISBNIEHUA MyTanuii B reHax. [1pu nogospenun Ha 9T npoBepsieTcs Hammdme
myTaumit B redax JAK2, MPL u CALR.

AunarHocTnyeckne Kputepum scceHynanbHom Tpoméoumntemun. B 2016 rogy
BcemupHas opranmsanys 35paBoOXpaHeHNs OITy0/IMKOBaIa HOBbIe KPUTEPUI IS
puarHoctyky IT. [t ycraHoBIeHus gyarHosa T TO/KHBI ObITh ITOATBEPIKIEHDI
BCe YeThIpe OCHOBHBIX KpUTepIisL, iepeuncientbie Hivke (Ne 1, 2, 3 u 4), mu6o
[epBbIe TPU OCHOBHBIX KpuTepust (Nel, 2 1 3) 1 [{OTIOTHUTEIbHBII KPUTEPUIL.

YeTbipe 0CHOBHbIX KpUTepmnsa
1. Komuectso TpombonyToB He MeHee 450 x 10°/71, n

2. B 6uonrare KOCTHOrO MO3TIa IIOBBIIIEHHOE KOTMYECTBO KJIETOK-
IIPeIIeCTBEHHMKOB TPOMOOINTOB (MerakapMoIUTOB) C ATOMOIMYECKN
M3MeHEHHBbIMU SAIpaMI, U
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3. VicxroueHne apyrux 3aboseBaHmil, OIpefie/IeHHbIX KpuTepysMu BecemmpHoit
OpraHM3alMI 3APABOOXPAHEHNIA, TAKMX KaK:

O BCR-ABLI-n03UTUBHbIN XpPOHMYECKUIT MUETOUIHBIN TIEIIKO3
O VlcTuHHASA HOMULIUTEMMS
O TlepBuuHblit Muenogpuépos
O MuenopucnacTudeckKye CMHAPOMBI
O Ilpoune MuenoupHbIe ONyXOJIeBbIe 3a00IeBaHNA KPOBU
4. Hammume myranuii B rede JAK2, rene CALR v rene MPL n/mwmm
[ononHutenbHbI KpUuTepuin

O Hanu4re KJIOHAJIBHOTO MapKepa (XpOMOCOMHasl aHOMaJIVis1) MM OTCYTCTBYE
y6enuTeIbHBIX IPY3HAKOB TOTO, YTO IIOBBIILIEHHOE COfepXKaHye TPOMOOLTOB
006YCIOB/IEHO PeaKTUBHOI TpoMboLmTeMIel! (TPOMOOLIUTO30M)

CocraBnenve nnaHa nevyennsn IT. [Tpu cocrapnenun mnana nedenns 3T Bpaun
IOJDKHBI YYUTBIBATh pasHble GakTopbl pucka. K Takum daxropam oTHOCATCS:

CraHpapTHas WKana Ana NporHo3a coCyAnCTbIX OCI0KHEHNI, COCTaBNeHHas
EBponelickoli ceTblo No nsyueHuio neinkosos (European LeukemiaNet)

O Huskuit pyck (HeT Hy OZHOTO U3 TPeX OCHOBHBIX (PaKTOPOB PICKa):
O Bospact mnape 60 net, u
O OrcyTcTBME CTy4aeB TPOMOO03a MIN 3HAYMMOTO KPOBOTEUeHsI B aHAMHe3e, I
O Kommuectso Tpombonyros <1500 x10°/1

O BsIcoKmit prcK (He MeHee OJHOTO 113 TPeX OCHOBHBIX (PaKTOPOB PICKa):
O Bospact 60 sieT u crapiie u/mmmn
O Hamnune crydae TpoM603a 11 3HAYMMOTO KPOBOTEUEH Vsl B aHAMHese, 1/IN
O KommuectBo TpomborTos >1500 x10°/71

MexxayHapogHaa NporHocTuYecKas WkKasa pucka pasButua Tpom6030B npu
3cceHUManbHom Tpomb6ouutemun (no-aHrmuincku — IPSET-thrombosis)

O Bospacr mannenta
O Mmapure 60 et (0 6a10B)
O Crapute 60 net (1 6asmn)

O Tpom603bI B IPOLITIOM
O Her (0 6anioB)

O Ja (2 6amna)
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O Hammune GpakTOpOB pucKa cepAevHO-COCYAUCTIX 3a00/IeBaHMIl
O Her (0 6an1oB)
O Ia (1 6amn)

O O6HapyxeHa myTauus V617 B reHe JAK2
O Her (0 6amnoB)

O a (2 6amna)

Cymma 6annoB CreneHb pucka

0-1 Huskun
2 MpomeKyTOuUHbIN
3-6 Bbicokun

Y HEKOTOPBIX NALMEHTOB, Y KOTOPBIX OTCYTCTBYIOT CUMIITOMBI OOJIe3HM 3
MCK/TIOYEeHVIEM TIOBBIIIIEHHOTO KOMMYECTBA TPOMOOIINTOB, PUCK OCIIOKHEHUIT
MO>XKeT OBITb HU3KUM, U OHY MOTYT He Hy>KfIaTbcA B ledeHyn. OfHAKO HalyieHTaM,
Y KOTOPBIX B IIPOLIJIOM OBbUIM KPOBOTEYEHNA WM TPOMOO3DI, @ TAK)XKe MaljieHTaM
C BBICOKMM PUCKOM TAaKIX OCIO>KHEHUI Bpauyl MOTyT Ha3HAa4yaTh IIpelaparsl i
YMEHbIIeHVsI KOMNYeCTBa TPOMOOLIUTOB.

Ka)I(,]Ibe;[ cnyqaﬁ[ YHUKAJIEH, VI BCE ITAalIIEHTDI JO/IKHbI ObIThH O6C}'ICI_[OBaHI)I
TE€MaTO/I0TOM-OHKOJIOTOM — BPa4YOM, CHENNA/IN3NPYIOIMMNMCA Ha JICYEHNN
3JI0Ka4eCTBEHHBIX O0JIe3HeN KpOBH. Ouenb Ba’XHO, YTOOBI IMaleHThI 06CY)K]13TII/I
C MEIMIMHCKMU pa6OTHI/IKaMI/I BCE€ MOCTYIHbBIE METObI JIEYCHIIA, BK/IIOYAsA
IIpUMEHAEMbIE B paMKaX KJIMHNYIECKNX I/ICCHC,T.[OBﬁHI/If/I.

I mormy4yenus 6osee ogpoOHoOlt MHGOpMALM O TOM, KaK BbIOpaTh Bpada oo
K/IVHUKY, 03HAKOMbTeCh ¢ mybnukanyeit LLS ron HassanueM Choosing a Blood Cancer
Specialist or Treatment Center (ZOCTYIIHA Ha QHI/IVIICKOM U YICTIAHCKOM $I3BIKAX).

JleueHue 3T

OcHOBHas Lienb TedeHns MaryeHToB ¢ T COCTONUT B IIPeRyIIpesKAeHIN
o6pa3oBaHsz TPOMOOB (KPOBSIHBIX CTYCTKOB) ¥ KPOBOTEUEHUI! (KPOBOM3IMAHMIT).
Temarosor Mo>keT Ha3Ha4YUTD creldudecKoe nedeHe o nosoxy JT.

Y manmeHTOB U3 KaTeropuy HU3KOTO PUCKA, Y KOTOPBIX OTCYTCTBYIOT CHMIITOMBI,
PVICK OCTIO>KHEHWIT MOXKET OBbITh HM3KMM. Bpad MOXKeT Ha3HaYNTh aCIMPUH B HUKOI
Io3e 1M BooOlile He Ha3HAYUTh HUKAKIX JIEKAPCTB. Bpad Jo/KeH TIaTeIbHO
CTIeRUTD 3a COCTOSIHMEM 3[[0POBBSI MALVIEHTA Ty TeM Pery/LIPHbIX OCMOTPOB,
OTCTIeXXMBast JII00BIE TIPU3HAKY IIPOrPeCCUPOBAHNUS OONTE3HI.

HaI_U/IeHTaM V3 KaTE€TOpMM BbICOKOI'O PIICKa Bpadl MOTYT Ha3Ha4aTb HM3KIE JO3bI
aCIIIpyHa 1A HpO(i)I/I}IaKTI/IKI/I TpOM6030B B COYE€TAHMM C JPYTVIMMU IIpETIapaTaMmn
1A YMEHBIICHNA KOINYECTBA TpOM6OIH/ITOB.
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MegunkameHTo3HaA Tepanua. [ s nedennsa DT MoKeT Ha3HAYATHCS IIOO0I
3 Hepe‘{]/ICHeHHbIX HIDKe HpenapaTOB, KaK B Ka4eCTBe MOHOTepaHI/H/I, TaK
1 B KOMOMHALIMAX.

AcnnpuiH B HU3KMX Ao3ax. [Iprem aciprHa B HUSKUX /{03aX CHIDKAET PUCK
BO3HUKHOBEHIS TPOMOOTIIECKIX OCTOKHeHNIT. OH IIpefynpexaaeT CauaHme
TPOMOOLIUTOB, YTO CHIDKAET BEPOATHOCTD (POpMMPOBAHIS TPOMOOB B COCYAAX,
KOTOpBIe MOTYT BbI3BaTh MHGAPKT MIOKAp/a 1 MHCYNbT. Hanboree vacTore
110604HbIe 3¢ (eKThI aACIUpPUHA — PACCTPOIICTBO >KEMyIKA U U3KOTa. ACIMPIH

B HU3KJX JI03aX MOYKET TaK)Ke MOBBIIIAT PUCK KPOBOTEUEHNIT Y TAIMEHTOB C KpaliHe
BBICOKMM KOZIMYECTBOM TPOMOOIMTOB. 10 9TMM IpuYnHaM acypyH JIs IeIeHNsT
9T HasHavaeTCst O MHANBYUAYAIBHBIM IIOKA3aHIIM C YIETOM BCEX PUCKOB.

MppokcnmouesmHa (Hydrea®). Stor xnmuoTeparneBTIIecKuii Ipenapar
BBIITycKaeTcsl B TabeTkax. OH HasHa4aeTCsA C Lie/Ib0 CHYDKEHYISI KOIMIeCTBa KIIeTOK
KpOBY, BbIpabaThIBaeMbIX B KOCTHOM Mo3re. epes HeCKOIbKO Hefie/Ib IpreMa
TUIPOKCUMOYEBIHBI B OO/IBLINHCTBE CIy4aeB KOMIYECTBO TPOMOOLINTOB CHIDKACTCS,
IIpJ 3TOM HOOOYHBIX 9 PEKTOB y ITOrO Iperapara Majio ¥ OHM KPaTKOBPEMEHHBL. Y
HEKOTODBIX IAIL[VIEHTOB I'MIPOKCYMOYEBIHA TAKKe CHYDKAET KOTIMYECTBO SPUTPOLUTOB,
BbI3bIBas aHeMuIo. [Ipoune pekie mo604HbIe 3¢PEKThI STOTO Iperapara BKIYaoT
A3BBI BO PTY, I3MeHEeHIie BKYCOBbIX OLIYIIIEHMIL, sI3BBI Ha KOXKe I ChiIlb. [To/TydeHbl
HEOJJHO3HAYHbIe CBUJICTE/ILCTBA TOT0, YTO IPUMEHEHNE IMJPOKCYMOYEBIHBL
COIPOBOXXIAETCS MOBBIILICHNEM PYICKA BOSHIKHOBEHVII OCTPOTO JIeIK03a IIpU
[inTebHON Teparyu. ITo 9Toit IpIYHe ero 4acTo M30eralT Ha3HAYATh MOJIOfBIM
TalieHTaM, KOTOPBIM, BO3MOYXHO, IIPEJICTOMT MHOTO/IETHEe JIeYeHMe B Oy/y1ieM.

Anarpenupg (Agrylin®). Stot npemnapar He OTHOCUTCS K IIUTOTOKCUYECKUM. DTO
O3HAYaeT, YTO OH He YOUBAeT K/IeTKM, a yMEeHbIIIaeT BHIPAOOTKY TPOMOOLIMTOB

B OpraHy3Me. AHarpe/Iny He IOBBIIIAET PUCK BOSHUKHOBEHMS JIETIKO3a, OTHAKO
MO>KeT He TaK 9 PeKTHBHO CHIKATb PUCK 00pa3oBaHIUsA OLPeIe/IeHHBIX

BUJIOB TPOMOOB 110 CPaBHEHUIO € TMAPOKCUMOUeBIHOIL. [To604HbIe 3¢ deKThI
aHarpenm/ja BKIIOYAIOT 3a[IePXKKY KUIKOCTY B OpTaHM3Me, HapyLIeHWsA CO CTOPOHBI
CepIeYHO-COCY/IMCTON CUCTEeMBI, BK/II0Yas M3MeHeHMs apTepuaIbHOTO NaByIeHNs,
FOJIOBOKPY)KEHIeE, TOLIHOTY U Uapei0.
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UntepdepoH-anbda (Intron® A / alfa-2b n Roferon®-A / alfa-2a), a Takxke
¢opmbl 3amenieHHOro BbICBOGOXKAEHNA, KOTopble Ha3biBatoTcsi PEG-Intron®
(nernHTepdepoH anbda-2b) n Pegasys® (neruHreppepoH anbda-2a).
MHTepCbepOHOTepaHI/IH — €11e€ OgH CHOC06 YMEHBbIICHNA KOMMYECTBa TpOM60]_H/[TOB
Yy IIalieHTOB C IT. Oun MOTyT Ha3Ha4aTbCA 6o IIpY HETIEPEHOCMOCTI
TUIPOKCMMOYEBHUHBL, 100 1py ee Hea(hHeKTMBHOCTH, @ TAK)KE MOJIOJIBIM HAI[EHTaM,
KOTOprM HE peKOMeH,HyeTC}I Ha3HA4YaTb I']/[J];pOKCI/IMO‘-IeBI/IHY. OHHaKO I/IHTep(I)CPOHbI
HE I/ICHOJIb3yIOTCH JTA JICYECHIIA 60}II)HII/IHCTBa ITIalIVICHTOB, HOCKOTII)KY, 110 CpaBHeHI/HO
C ]:[pyTI/IMI/I METOOaMM JICYECHM A ST, X CJIO’KHEE BBOJUTDH (Tpe6y€TCH BbITIOJIHEHUE
BHYTPUMBIIIEYHBIX MV ITOAKOKHbBIX I/IH’beKLH/Iﬁ[), " K TOMY K€ OHI CHOCO6HI)I
BbI3bIBATb HEIIPUATHDbIE 11o6o4YHbIE SQ)Q)CKTH. VY HekoT OPbIX ITAIIVIEHTOB BO3HNKAIOT
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yMepeHHO BbIpa)KeHHbIe I'PUIIIONOI00HbIE CUMIITOMBI, CITyTAHHOCTb CO3HAHN,
IenpeccyA U fpyrue Ho60uHble 3G QeKThl MHTepPepOHOTEPaIIVIL.

Bycynb¢aH (Busulfex®, Myleran®) n nuno6pomat (Vercyte®). Stu nexkapcrsa
IIPUMEHAIOTCA B KAYECTBE IIPEIIApaTOB BTOPOI'o pAna Y IOXKMJIBIX ITAIIMIEHTOB TP
HEMEepEeHOCMOCTI M/IN HeQ(b(l)eKTI/IBHOCTI/I I'MAPOKCMOY€BMHDI. I;:[)'H/ITE:)II)HOEB JICYEHIE
9TUMM IIpeTiapaTaMy COIIPOBOXXAAETCS ITOBBIINIEHHDBIM PMICKOM BO3HVKHOBEHVISA
OCTpOro ner?mosa, ¥ OHM OOBIYHO HA3HAYAIOTCS TIOXKJIBIM IIali€eHTaM.

Tpombouutadepes. Ito nporenypa uBIedeHNSA TPOMOOLMTOB 13 KPOBY MALVIEHTa
C IIOMOIIBIO CIIEIMa/IBHOTO anmnapara. OcTa/IbHble KOMIIOHEHTbI KPOBU BO3BPAIIAIOTCS
B OpraHusM nauuenra. Tpombonuradepes mpoOBOANTCS TOMBKO B HEOTTOXKHBIX
CITy4asx, HaIIpUMep, IPU OCTPbIX TPOMOOTIYECKIX OCTIO)KHEHAX, KOI/a KOTIMYECTBO
TPOMOOIIMTOB B KPOBY O4eHb BBICOKOE I €T0 HY>KHO OBICTPO CHUSNUTD. CHIDKeHMe
KOJIM4YeCTBa TPOMOOLIMTOB IIOC/IE STOII IIPOLIEAYPbI KPaTKOBPEMEHHOE.

Mo6ouHble 3pdekTbl nevenns 3T. ITo6ounsie adexrsl nevenns T 3aBucar
OT MHOI'VIX (DAaKTOPOB, B TOM 4NCIIe OT BU/ja JIEYeHN, 03 IIPeIapaToB, BO3pacTa
ManyeHTa i COIy TCTBYIOIINX 3a00/1eBaHIIL.

OueHb BXXHO OTCIXMBATh 11 YCTPAHATD T060uHbIe 3¢ dexTsl. [TanmenTam cnegyer
06CyanTh TI00BIE BOIIPOCHI U IIPOOIEMBI, CBA3aHHBIE ¢ HOOOYHBIMY 3 derTamu,

CO CBOUM BpavyoM. BonpnHCTBO 1060YHBIX 9P dEKTOB MPEXOMIINE U UCUE3AI0T
HIOCJIe 3aBepleHys nedeHys. Iy monydenns 6onee IogpoOHOIT MHPpOpManu

0 KOHKPETHBIX IIpelapaTax 03HaKOMbTeCh ¢ becIUIaTHON my6mukanyert LLS mox
HasBaHyeM Understanding Side Effects of Drug Therapy (ROCTYIIHa Ha aHITIMIICKOM

VI VICIIAHCKOM SI3BIKAX).

Ocob6eHHOCTN NnevyeHus nauymeHToB ¢ IT. B 0oco60M BHMMaHUN MEULIMHCKIX
PabOTHUKOB HYXJal0TCst OepeMeHHble ¢ DT U MaIMeHThbl ¢ BBICOKUM KOJIMYeCTBOM
TPOMOOLNTOB B KPOBL.

BepemeHHOCTb. Kak mpaBuio, Bo BpeMst 6epeMeHHOCTI PUCK 00pa3oBaHms
TpOMOOB HOBbIIIAeTCs, a GepeMeHHble ¢ DT 0COOEHHO IPefPaCIONOKEHDI

K TpoM6006pasoBanuio. [To mpudmHe pUCKOB I Pa3BUBAIOIIEr0OCs II0fja MHOTHE
Ipelnaparsl, IpMMeHsAomuecs i ederna O'T, BKIoYas ruipoKCMOYEBUHY

¥ aHaTpeJIif, BO BpeMs OepeMeHHOCTY He HasHa4yaloT. bepemennsM ¢ 9T s
npoduIaKTUKM 06pasoBaHys TPOMOOB MOTYT Ha3HAYaThCS aClIUPYH B HU3KUX HO3aX
TV HUSKOMOJIEKY/ISIPHBIE TeIIapVHBI, IIOCKO/IbKY JIeYeHNe STUMI TIperrapaTamu
COTIPOBOXK/IAETCSI MEHbIIIEN BEPOSITHOCTHIO HOOOYHBIX 3(h(peKTOB, OMmacHbIX /I
wiona. Eci Bo Bpemst GepeMeHHOCTH KOMIYeCTBO TPOMOOLIUTOB CTAHOBUTCS
CIMIIIKOM BBICOKMM (Harpumep, >1500 x10°/71), wnu B C/ry4ae BO3HMKHOBEHNA
3HAYMMOT0 KPOBOTEYEHMsI, MOXKHO JJOCTaTOYHO 0€30I1aCHO Ha3Ha4aTh MHTEP(EPOHBDL.
TeMaTOIOr-OHKOJIOT, /IeYalnii ITAIMEeHTKY, TO/DKEH OOCYIUTD C ee aKyIIepOM-
IMHEKO/IOTOM Hanbosiee ONTUMAaNTbHOE BpeMsi OTMEHBI aHTUTPOMOOLIMTAPHON
Tepanuu mepef pogamu. Iloce poxxaeHns pebeHKa Bpad MOXXeT peKOMEHI0BATh
eXeIHeBHOe BBeJleHNe TellapyHa B TedeHe HECKOTIbKIX HelleTb A7t TPOGUIaKTUKY
Tpomb03a rrybokux BeH (TTB, anrnuiickas abbpesnarypa — DVT).
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OyeHb BbICOKOE KONMYECTBO TPOMOGOLMTOB. Y MOJIOZIbIX IIAL[VIEHTOB 13 KaTeropyuin
HM3KOT'O PHCKa TPOMO00OPa30BaHIIA HO C YPe3BBIYAITHO BHICOKIM KOJIMYECTBOM
TpoM60oLMTOB (607Iee 2 MTH TPOMOOLIMTOB B MUKPOIUTpPE KPOBY) HOBBIIIEH PUCK
KpOBOTeUeHMit. B aTOM crydae crefryeT paccMOTpeTh HeOOXOMMOCTD IPUMEHEH A
TIPeIapaToB I CHIDKEHNA KOdecTBa TpoMOounToB. OHAKO TaKMM MalieHTaM
HeJIb3s1 Ha3HA4YaTh aCIIMPYH, 110 MEHBIIIelT Mepe IO CHYDKEHIS KOMYeCcTBa
TPOMOOLIITOB, IIOCKO/IBKY OH MOXKET CIIOCOOCTBOBATH BOSHUKHOBEHIIO KPOBOTEYEHMIL.

I nonmyderns 6omee noppo6HON MHGOPMALVIN O KOHKPETHBIX IIperapaTax
03HAKOMBTeCh ¢ OecrurarHoit mybnmkarveit LLS nion HasBanuem Understanding Side
Effects of Drug Therapy (BOCTyIIHa Ha aHIJIMIICKOM Vi MICTIAHCKOM SI3BIKAX), IepeuHeM
nekapcTB Ha caiite LLS 1o agpecy www.LLS.org/drugs (Ha aHITMiiCKOM A3bIKe),

a Taroke nocetnte cait FDA ¢ mHpopMaryeit o IeKapCTBEHHBIX IIPeNapaTax 1o
cepuike https://www.accessdata.fda.gov/scripts/cder/daf/ (na anrnmiickom s3bike).

Kak naymeHTbl ¢ 3T fOMKHDbI yXaXKUBaTb 3a cobom

Y nanyenTtos ¢ 9T HOBBbIIIEH PUCK TPOMOO30B U CEPAEYHO-COCYAVCTBIX OCTIOXKHEHUIT.
O6pas >xn3HM, COXPAHSIOIINIT 30POBbE CEP/LIA, MOXKET CIOCOOCTBOBATD CHIDKEHIIO
pucKa TpoMO030B, MHCY/bTA 1 MH(papKTa MIOKapaa. PekoMeHIyeMble M3MeHeHNs
obpasa XM3HI:

O OrtKasatbca oT KypeHus. Ha]_H/IeHTaM CIefyeT NIpEeKpaTuTb KypuUTb, IIOCKOJIbKY
HMKOTVH BbI3bIBACT CY’KE€EHIE KPOBEHOCHDIX COCY/JOB, YTO ITIOBbIMIAET PUICK
BO3HMKHOBECHNA I/IH(i)apKTa MIOKap/Ja 11 MHCY/IbTa.

O CTpeMuUTbCA AOCTNYb 340POBOr0 Beca Tena. /36bITouHbII BEC TeTa WK
OXXMPEHNE YBEININBACT PUCK BO3HMKHOBEHIA IIOBBINICHHOTO apTepNATIbHOIO
JaBI€HVA, CaXapHOI'0O m/[a6eTa 2-T0 TUIIA ¥ MIIEMUYECKOIT O0Ie3HM cepaua,
KOTOpPbIE ABIAKTCA Q)aKTOpaMI/I PUCKa CEpAEIHO-COCYANCTDBIX OCJIO>KHEHUI.
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O MpuHUMaTb NeKapcTBa. HekoTopbIM manmeHTaM MOTYT TpeOOoBaThCs IeKapCTBa
IJISl CHVDKEHUS apTepUajIbHOTO JABJIEHNA, YPOBHA XO/IeCTepUHA /WY KOHTPO/IA
TedeHus fuadera. [IpreM nekapcTB, Ha3HAYCHHBIX BPa4oM JL1 KOHTPOJLA STUX
3a00/1eBaHMIL, IO3BO/LAET CHUSUTD PYUCK BOSHUKHOBEHVSI MHpApKTa MUOKapHa
Yl IHCY/IbTA.

O BbINONHATbL PpUsNUecKune ynpaxHeHNA. YmepenHas Qusideckas HarpyskKa,
HaIpyMep Ilelye IPOry/IKY, YIydliaeT KpOBOCHAOKeH e TKaHell I OPIaHoOB,
CHIDKas pUCK 00pa3oBaHmsA TPOMOOB. BhInoHeHne yIpa>KHeHUIT Ha PaCTIKKY
HOT 1 TOJICHOCTOITHBIX CYCTaBOB TAKXKe MOXKET Y/Iy4IIaTh KPOBOCHAOKEHIE
U IPEISITCTBOBATh GOPMIUPOBAHIIO TPOMOOB B BeHax HOT. Bpau mm
¢dusnoTepaneBT MOIyT COCTABUTD /I BAC KOMIIIEKC YIIPayKHEHMIA.
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Haquble pa3pa60'rK|n N KINHN4YeCcKne
nccnepoBaHms, Kacawowumeca 3T

B MHTepecax ITIAVIEHTOB OTC/IC)KMBATH BO3MOXKHOCTU JICYEHN A 3T B paMKax
KIIMHNYEeCKUX ]/[CC}IG}IOBaHI/HZ n Y‘IaCTBOBaTb B HUX Hp]/[ YC)'[OBI/H/I COOTBETCTBUA
KpUTepyaM BKIoueHMs. KimHndeckue uccnefoBanys MPOBORATCA I MCIIBITaHUA
HOBBIX JIEKapCTB ¥ METOJIOB JIeUeHIs Itepef TeM, kak FDA paspemraeT npuMeHAThb
X B Ka4eCTBe CTaHI[apTHOI‘O JICYCHMA. MHOI‘I/IC KIIMHMYeCKNMEe NCCIefOBaHMA
NIOJeP>KMBAIOTCS UCCTIefloBaTe/IbCKUMM ITporpamMmamu LLS.

Knunnueckve nccnepgosanns. Kaxjgoe HoBoe 1€KapCTBO MM CXeMa JIeUeHA
M3Y4aeTcsl B XOfie HECKOMIBKIX K/IMHIYEeCKIX MCCTIeNOBAHMIA IIepef; TeM Kak
CTaHOBUTCA YaCThI0 CTAH/IAPTHOTO JledeHy. KiMHu4Yeckne nccmenoBaHysA TIATEIbHO
pa3pabaThIBAIOTCA 1 IIPOBEPSIOTC BpadaMI-9KCIIepTaMI U VICC/IEOBATe/LAMI,

94TOOBI 00eCreYNTh HaMBBICIINIT BOSMOXKHBIN YPOBEHb 0€3011aCHOCTY Y TOYHOCTD
HAy4YHBIX Pe3y/IbTaTOB. Y4YacTye B KIIMHNYECKOM MCCTIe0BAHNN, KOTOPOe
IIPOBOAMTCS HAYIEKAIM 00pa3soM, aeT BO3MOXKHOCTD ITO/TyYaTh HaVTy4Iliee
BO3MO)KHOE j1edeHre. COBpeMeHHbIe METO/bI JIEYeH NI TIOSIBUITUCH OTarofapst
Y4acTHIO TTAIMEHTOB B paHee IIPOBEeIeHHBIX KIMHINYECKX VICCIeloBaumAX. [l
nony4yeHnsA 6osee mogpo6HoN MHGOpMaLVN [T03BOHNTE 10 Teredony (800) 955-4572,
94TOOBI IIOTOBOPUTD C KOHCY/IbTaHTOM LLS, KOTOPBIN ITOMOXKeT HAlITH IIOAXOAAILee
K/IMHIYecKoe KccrefoBane. [1py HeoOX0AMMOCTI BO3MOXKHO MHAMBUAYAIBHOE
KOHCY/IBTVMPOBaHIIE T10 BOIIPOCAM Y4aCTIsI B KIMHIIECKUX MCCTIEIOBAaHISX, KOTOPOe
IIPOBOAMTCS MEAVLIVHCKYIMIY CeCTpaMI, IIPOLLEHUIMMI CIIeLMaIbHOe 00ydeHue.

HanpasneHnsa HayuHbix nccnegosaHunin. Kimiandeckie nccefoBaHysa IPOBOJATCA
JULA M3Y4YeHVs BO3MOYKHOCTeN! JIedeH s PasHbIX IPYIIII MAIMeHTOB: IAIMeHTOB,
KOTOPbIM OMarHo3 ObI/I [TOCTAB/IEH HEAaBHO, ITALIMIEHTOB C Pa3BEPHYTDBIM TE€ICHIIEM
6071e3H1, a TAaKOKe IALMEHTOB C HEllePEHOCUMOCTBIO YN Hed(PEeKTUBHOCTHIO
TEKYIINX JIEKAPCTBEHHDIX ITPETIapaTOB. MHOI‘}Ia y49acTe€ B KIIMHNYECKOM
UCCIefoBaHNY 00ecrieunBaeT MAIMEHTY HaTydlllee BO3SMOXKHOE JIedeHIe.

XO0Ts Ha CErOFHAIIHNI IeHb MCCefoBaTeN N Tydllie TOHNMAIOT TeHeTUYecKue
OCHOBBI BO3HUKHOBeHM: T, OHM 10 CUX HOP TBITAIOTCA YIYYIIUTD METOJBI
JIedeHus 3TOro 3abomeBanus. B To BpeMs Kak KOMOVHALVA HU3KMX 03 acIMpyHA
U TUZIPOKCHMOYEBIHBI IIPEICTABIIACTCA IPUEeM/IEMOIT CXeMOI JIedeHNA A1
HAIVIEHTOB cTaple 60 JIeT, COXpaHAeTCs IOTPeOHOCTD B IIpelapaTax Ayt IeYeHYIS
MOJIOIbIX [TAI[IEHTOB, — IIPENapaToB, CIIOCOOHBIX OCTAHOBUTD W/IM 3aMeJJINTD
nporpeccupoBanue 60e3Hn (60me3Hb-MOAUMULIMPYIOLIIe TIPEIapaThl), a TAKKe
IIpeyIpennTb pasBuTue 60/Iee cepbe3HOro 3aboneBanys Kposu. Hibke npusegeHo
KparKoe OIIJCaHue IIPeIapaToB, CIIOCOOHOCTb KOTOPBIX 00eCIeunBarh JOCTIDKEHE
YKa3aHHBIX Ile7Iefl N3y4aeTcs B KIIMHNYIECKIX MCCTIefOBaHMAX.

MNernHtepdepoH anbda-2a (Pegasys®). B nporiom nprmeHeHne nHTepGEpOHOB
OBUIO OTrPaHITIEHO, IOCKO/IbKY 9T IIPeNapaThl IJIOXO [ePEHOCHIVCH TTAleHTaMM.
OpHako B HacTosAIee BpeMsl MHTEPeC YYEHBIX IIPUBJIEK/IAa CIOCOOHOCTD
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HerMHTep(epPOHOB BBI3BIBATh MOJIEKY/IPHBIN OTBET Y HEKOTOPBIX IAI[VIEHTOB.
MornekynApHbI OTBeT Ha MHTeP(EePOHOTEPAIINIO 3aK/TIOYAETCA B CHVDKEHIN
KO/IMYeCTBa MaTOJIOTMIEeCKM M3MEHEHHBIX K/IETOK. B HacTosIIee BpeMs n3yJaeTcsa
IIpYMeHeHe HOBBIX JIEKapCTBEHHBIX (POpPM IerMHTep(epOHOB, KOTOpbIe
IPEIIONIOKUTEIbHO XapaKTePU3YIOTCs JIydIlelt IEPEHOCUMOCTDIO, YeM CTaphble.

B Texyumx nccienoBaHNAX CpaBHMBAETCSA IPMMeHeHe IerMHTepepoHa anbda-2a
U TU/IPOKCHMMOYEBIHBI Y TareHToB ¢ O'T. VccnenoBaTeny TakKe MBITAIOTCA
YCTaHOBUTD, IIPUBOJMNT JIY JOCTYDKEHE MOJIEKY/IAPHOTO OTBETa Ha (POHE JIeUeHII
uHTep(epOHOM K CHIDKEHUIO pucka nporpeccupoanus T ¢ mepexopoM

B MIeTTOGUOPO3 WM B OCTPBLI MUETOU/HBII JICIIKO3.

Pykconutnnm6 (Jakafi®). SpdextusrocTs pykcomutinmba st 1edeHyst UICTUHHOM
HOIMIIUTEMIN ¥ TIEPBUIHOTO MIeTIopuOposa JoKas3aHa, I CeifIac UcCIenoBaTenu
U3Y4aIOT BO3MOXKHOCTH €T0 IpJYMeHeHA y HaimeHToB ¢ 9T ¢ HelepeHOCHMOCTbIO
i He3((HEKTYBHOCTDIO IUAPOKCUMOYEBIHBI, YTOOBI BBLACHUTD, CIIOCOOEH JIU 3TOT
Iperapar CHIDKATh KOMYECTBO TPOMOOLIUTOB I YCTPAHSITH CUMIITOMBI, BBISBAHHBIE
3TUM 3a00/IeBaHMEM.

Pesynbratbl neueHns naymeHToB ¢ 3T

Y nanyenTos ¢ 9T oxmpaeMast CpefHsist IPOFO/DKITENbHOCTD XI3HY IIOUYTH He
YMEHBLIAETCSI, eCTIV OHM HAXOMSATCS TIOf, MEAMLIMHCKIM HaO/IIOfieHNeM IPOGUIbHBIX
CTIEIMA/TMCTOB U MOTY4aloT HajjIexalee edeHne. B ouens penkux coyuasax 9T
MoXeT TpaHcopmmpoBarbcs B 6oree arpeccuBHOe 3aboneBanue kposu. [lanmentam
PEKOMeHIyeTCsT 06CYAUTh MHGDOPMALIUIO O CBOEM HPOTHO3€e B OTHOIIIEHNN
IIPOJNOJDKUTENDPHOCTY JKU3HU ITPU 9TOM 3360}I€BaHI/II/I CO CBOMMM Bpa4yaMIL.
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Mueno¢dunbpos

Muenodubpos (MO, anrmmiickas abbpesuarypa — MF) — aro penkoe 3aboneBanue,
IIPY KOTOPOM B KOCTHOM MO3re (Iy04aToli TKaH!, Paclio/IOXKEeHHOI BO BHYTPEHHel
94acTy GOJIBIIMHCTBA KOCTEN) MOSB/ISIOTCS TATOIOTYECKIe KITeTKI KPOBYU

1 ¢pubpOo3HbIe BOMOKHA. B KOCTHOM MO3re COfiepyKaTcsi Hespeible CTBOTIOBbIE K/IETKIL,
TaK>Ke Ha3bIBaeMble 'eMOIIO3TIYeCK/IMY CTBOJIOBBIMI KJIETKaMU, KOTOpPbIe MOTYT
I[IpeBpaIaThCs B F00bIe OCHOBHBIE K/IETOYHbIE 3IEMEHTHI KPOBI: SPUTPOLIUTEL,
neitkormThI Wi TpombormTsl. [TepBrdnbiit MO HaunHaeTCs C TOSIBIIEHNS OHOI M/IN
HecKonbKMx MyTanumii B JJHK ofiHOI efMHCTBEHHOII reMOIIO3TUIECKOI CTBOTIOBOI
KJIeTKM. MyTaHTHasA CTBO/IOBasA K/IETKAa HEKOHTPOIMPYEMO EIUTCH, KOIMPYA CBOIO
IHK, B pesynbrare 4ero 06pasyeTcst MHOKECTBO [IATOIOTMYECKIX HE3PETIbIX KITETOK
KpOBH, KOTOPBIe Ha3bIBAIOTCA O1acTamMu. Ty O/IaCThI He CO3PEBaIOT [0 370POBBIX
KJIETOK KPOBM 11 He CIIOCOOHBI BBIIIONTHATD (PYHKIMM 3I0POBBIX K/IETOK KPOBIL

Co BpeMeHeM B KOCTHOM MO3Te KONMYeCTBO 00Pasyomxcs 671acTOB Ha4MHaeT
MIPEBOCXOAUTD IPOAYKIMIO 300POBbIX K/IETOK KPOBIL.

VccnenoBareny BBIIBUHY/IM TEOPUIO, YTO MYTHPOBABILIAsk IeMOIO3TIYECKas
CTBOJIOBasI KJIETKA U3MEHACT CBOE OKPY>KEeHIe, BBICBOOOXK/Iast XUMIICCKIIe
BellleCTBa, IPOBOJALINE K pasBUTUIO Grbposa (pyOLieBaHNs) ry6daTol TKaHN
KOCTHOro Moara. CeTb GpuOPO3HBIX BOJIOKOH B KOCTHOM MOSTe yTO/IACTCS

U CTAaHOBUTCSI IIOXOXKEIT Ha pyOLIOBYIO TKaHb. ITo/araior, 4To CyIjeCTBeHHbIIT BKIAT,
B pa3BuTe pubpo3a KOCTHOTO MO3Ta BHOCAT MeTaKapUOLUTDI, KPYIIHbIe KIIeTKI
KOCTHOTO MO3T4, IPeCTaB/IAIoNe cO00IT OfVH U3 TPeX TUIIOB KPOBETBOPHBIX
K/IeTOK. MerakapyoLIThl PacIelUIIIOTCS B KOCTHOM MO3Te Ha MHOYKECTBO
¢bparmeHTOB, 06pasyst COTHM U ThICsTuM TpoMboLuToB. I1pu Muenodubpose

B KOCTHOM MO3re 00pa3yeTcst CIMIIKOM MHOTO [IaTOTIOTMYeCKI M3MEHEeHHBIX
MeraKapyOLMTOB. ITU MeraKapyOLMTHI BBICBOOOX/JAIOT BelljeCTBa, KOTOPbIe
Has3bIBAIOTCS [UTOKMHaMy. HekoTopble mcciiejoBaTem MoiaraioT, YTO 9TI BelllecTBa
BBI3BIBAIOT BOCIIA/INTE/IbHBIE PEAKLVIN V1 CTUMY/IUPYIOT paspacTanye puoposHoit
(coenMHUTENBHOI) TKAHM B KOCTHOM MO3TE.

I[TocTeneHHOe 3aMeltieHe KOCTHOTO MO3Ta (prOpPO3HOT TKAHBIO CO BpeMeHeM Ha4uMHaeT
IIPersATCTBOBATh BBIPAOOTKE 37JOPOBBIX KIIETOK KPOBMU. B pesynbrare B KOCTHOM MO3re
06pasyeTcst Bce MEHblIIE 3T0POBBIX KJIETOK KpoBH. EC/i KOCTHBIT MOST IlepecTaeTt
BBIPabaTBIBATD JOCTATOYHOE KOIMIECTBO HEVI3BMEHEHHBIX SPUTPOLIUTOB, TO Y IALIEeHTa
BO3HMKaeT aHeMytsT. CUMIITOMBI QHEMIY BK/TIOYAIOT [IOBBIIIEHHYIO YTOM/IIEMOCTb
(ymapox cur), cmaboCTh 1 OFbIIKY. EC/iv KOCTHBI MO3T He IPOM3BOANUT JOCTATOYHOE
KOJIT9€CTBO 3[0POBBIX JIEKOLMTOB, TO Y IAIfeHTa IOBBILIAETCST BOCTIPUIMYMBOCTD

K MHeKINOHHBIM 3a607ieBaHmsAM. CHIDKEHNUE KOTIMIeCTBA TPOMOOLMTOB IIPUBOINAT

K BO3HUKHOBEHIIO KPOBOTEYEHWIT VIV KPOBOUS/IVISTHUI /MO0 OT HE3HAYNTEBHbIX
BO3JIEIICTBUIT, /MO0 GecpuunHHBIX. [JIs BOCIIONTHeHN lepULINTa K/IIeTOK KPOBYI
(YHKIVIO KPOBETBOPEHMsI MOT'YT B3ATh Ha Ce0s1 IpyTiie OpraHbl, TaKye KaK [e4eHb

U CeTle3eHKa. DTO Ha3bIBAETCS SKCTPAMENy/UIIPHBIM (BHEKOCTHOMOSTOBBIM)
KpoBeTBOpeHueM. I1osiB/IeHIIe 09aroB SKCTPaMey/ULIPHOIO KPOBETBOPEHNS 4aCTO
MIPUBOJMT K YBEMTMYEHIIO CEe3€HKM U IIEUeHL.
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Y MHorux nanyeHToB TedeHre MO co BpeMeHeM yXyglIaeTcs, ¥ IpumepHo B 10-20%
CITy4aeB OHO ITPOTPECCUPYET C IIEPEXOIOM B OCTPbI MUETOVUHBIN JIEMTKO3,
arpeccuBHYyI0 GOpMy 3/10KaueCTBEHHOTO 3a00/1eBanyst KpoBu. OTHAKO Y HEKOTOPDIX
naryeHToB M® mporekaeT 6€CCHMITOMHO B TeUeHe MHOTX JIET.

Ecnu M® — nepsoe MII3 (anrmmiickast abbpesuarypa — MPN), fuarHocTpoBaHHOe
y HaleHTa, To 3T0 IepBnuHbIi MO. MO MoxeT 6bITh McxonoM fpyroro MII3 —
nctuuHo mommyremyn (VIT, anrmmiickas abbpesrarypa — PV) mimn acceHImanbHoI
Tpomborremuu (9T, anrmmiickas abopesnarypa — ET). B Takux cmydasx roBopst

o BropryHOM M®. OH MOXXeT TaK)Ke Ha3bIBaTbCs MOCTHOMALINTEMIYECKM
MIeTopuOPO3OM MM HOCTTPOMOOLIMTEMIYECKIM MUETO(IOPO30M COOTBETCTBEHHO.
B 15-20% cryqaeB MO ssiaercs ucxogom VIT ymr 9T. MO Takoke Ha3bIBalOT
aTHOT€HHOV MVETIOVIHOM MeTaIlIa3)el, XpOHMYECKM UAVNONIATIECKIM
M1e10(pOPO30M U MUETIOCK/IEPO30M C MUETIOMIHON MeTaIlIasuell.

®dakKTopbl puUCcKa, YacToTa N MPUUYUHDI
BO3HUKHOBeHNA mnenodpmubposa

YacroTa BosHuKHOBeHuA. [Tepsrunblit MO BcTpedaerca penxo. B CoenHeHHBIX
[lITaTax AMepyKH 4acTOTa BO3HVKHOBEHA (KO/MIYeCTBO HOBBIX AMAarHOCTHPOBAHHbBIX
cnydaeB) M® cocrasnser npumepHo ot 0,1 o 1,0 cry4aes Ha 100 000 yeroBex B rof.
ITepeuunbiit M® Hanbosee 4acTo IMATHOCTUPYETCs Y IALMEHTOB B Bo3pacTe oT 50 /10
80 71eT, OJ[HAKO MOXKeT BO3HMKATb B IIOOOM BO3pacTe.

MpwnunHbl. TouHas npyymMHa BO3HUKHOBEHV NepBuyHoro M® no koHIla He
ycTaHOB/IeHa. VccieoBaTeny OIaraioT, 4T0 B BOSHMKHOBEHNUY 3TOIO 3a00/IeBaHNs
3a/IelICTBOBAHBI O€/IKM, KOTOpbIe Ha3bIBAIOTCS AHYC-KMHA3aMM (QHITIMIICKas
ab6pesuarypa — JAK). benku-kunasel cemerictBa JAK HOChITaIOT CUTHAIBL,
B/IMSAIOLIVE HA BBIPAOOTKY K/IETOK KPOBM B KOCTHOM MO3Te. DTH Oe/IKV IIOMOTal0T
KOHTPOJIMPOBATh KOMNYECTBO IPUTPOLIUITOB, JIEHKOLITOB 11 TPOMOOLINTOB

B kpoBu. Korpa ¢pyukums JAK-knHa3 He HapylieHa, OHM [IOMOTAIOT TOfIEP>KMBATh
B KPOBJ HOPMaJIbHOE KO/IMYeCTBO KIeTOYHbIX 91eMeHToB. Ecimm JAK-kuHasbt
HOCBIIAIOT C/IMIIKOM MHOTO CUTHA/IOB, TO B KOCTHOM MO3Te 00pa3yeTcst M30bITOK
KJIETOYHBIX 37IEMEHTOB KpPOBJ. DTO COCTOSIHME Ha3bIBAeTCs IUIIePAKTIBALIMEN
curranbHoy cucreMbl JAK-kuHas. [TomaraioT, 4To IpUYMHON IMIIepaKTUBALIAN
curHanabHo cucrembl JAK-knHas, npuBogAmei K M@, cmy>kaT MyTaliuy B TeHOMe
FeMOIIOITIIECKIIX CTBOTIOBBIX KIeTOK. MyTanuy MOTyT OBITh KaK B reHax,
kopupytomyx JAK-KkmHa3bl, Tak ¥ B TeHaX, BAUAIOMX Ha (PYHKIVIO 3TUX O€IKOB.

Y nopasrsowero 6onbnHCTBA nanyeHToB ¢ MO BoiABIAeTcs MyTanus reda JAK2,
rena MPL vnu rena CALR. TlokasaTenmu 4acTOTbI BCTPEYaeMOCTY 9TUX My Tallyii
y nauueHToB ¢ M®:

O MyTanus reHa JAK2 — 60%
O Myranua CALR — 20-35%
O Mytammusa MPL — 5-8%
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[Tpumepno y 10% nanuentos ¢ M® orcyTcTByroT MyTaumu renos JAK2, MPL

wm CALR. B 3TOM city4yae FOBOPAT O «TPIDK/bI HeraTMBHOM» M®, KOTOpbIi
XapakTepusyeTcs 6o7ee XyAIIMM IPOrHO30M. TpeOyroTcs ambHele NCCIefOBaHNmA,
4TOOBI BBISABUTD JPYTHe TeHbI, KOTOPbIe MOTYT MMETb OTHOLIEHNE K Pa3BUTHIO O0OTIe3HN
Y TaKMX IaIMeHTOB.

3a nocrefH1e HECKOIBKO JIeT Y MALMEHTOB ¢ IepBrIHbIM M® 661710 06HAPYKEeHO
MHOXXECTBO IPYTUX FeHeTUUeCKUX MYTalVif, BKII0Yas MyTal[Uy B TeHaX
ASXL1,EZH2, TET2, IDH1/IDH2, SRSF2 n SF3B1. 9Tu MyTaIuy MOTyT BO3HIKATh
B JlonofiHeHMe K MyTanysaM relos JAK2, CALR win MPL, n y ogHOTO IIali/eHTa
MOJKET BBIABJLATbCSA HECKONBKO MyTalliil OGHOBPEMEHHO. Y YeHble MI3y4aloT POlb
3TUX U OPYTUX MyTaluil B BOSHUKHOBEHMUN U Iporpeccuposanyuy MO.

Kax npaBuiio, reHetndeckye Mytanyy npyu M® BOSHUKAIOT Ha IIPOTSDKEHNY SKI3HY
HaryeHTa. DTV MyTaluI He HACTEAYIOTCS OT popuTenieit. MyTauum MOryT 6bITh
BBI3BaHbI KaK (hPaKTOpaMIt OKPY’KaIolLlleil CPefibl, TaK 11 OIIMOKOIL, BO3HMKILET BO
BpeMs JeJieHMs KIeTOK. B penkux cnydasx Muenopu6po3oM 601eI0T HeCKONIbKO
YIEHOB OJHOJ CEMbIL. B HEKOTOPBIX CEMBSIX, I10-BUVIMOMY, HACTIELYeTCs
TIPeIPAaCIIONOXEHHOCTD K pasBuTuio M®, a He MyTaLuy, IPUBOJALINE K €T0
BO3HUKHOBEHMUIO.

®akTopbl pricka. PakTop prcka — 370 M060e 0OCTOATENBCTBO, IIOBBIIIAOLIEe
BEPOATHOCTb BO3HMKHOBEHM:A 00/Ie3HN Y ITAllMeHTa. XOTA IPUYMHBI BOSHVKHOBEHNUA
TeHeTUYeCKIX MyTaIuii, CBA3aHHBIX ¢ M, 3a4acTyio HeM3BECTHDI, YCTAHOBJIEH PAT
(aKTOpPOB prCKa, HOBBIIIAOIINX BePOATHOCTD passutus M®. K Hum otHOCATCs:

O Bospact. Xotst M@ MoxxeT BOSHMKATH B I000M BO3pacTe, Yallie BCEro OH
IMArHOCTYPYeTCs y Jofeli B Bodpacte 50 siet u crapure. Pyck 3aboners MO
YBEIMYMBAETCS C BO3PACTOM.

O MII3 B npouutoM. Y HeOO/BILION JOIU HAI[MEeHTOB C MCTMHHON MOMUIATEMMEN
WIM 9CCEHIIMAIbHOM TPOMOOLUTeMIelt UX 3ab0/leBaHNe IIPOrpeccupyeT
c nepexozioM B MO.

©) BO3H€ﬂCTBMe OIIpE€NEIEHHBIX XVIMNKATOB (TaKI/IX Kak 6eH30II 1 TOTIYOH). KonTtakTt
C 3TMM BeLIECTBaAMI ITOBBIIIAET PUICK 3a6omets M.

O Ob6myueHnne. Y mofeii, OfBEPrIINXCA BO3EICTBIIO OObIINX K03 pafuaLuy
(Hampumep, BBDKUBIINX [TOC/IE B3PbIBA aTOMHOI 60MOBI M/IV TIOCTPaJaBIINX
B aBapui Ha aTOMHOII 9/IEKTPOCTAHIINN) BBIIIe PUCK 3a060/meTb MO.

KnuHnueckne nposasneHna Mo

M® o065b14HO pa3BuBaeTcs MemyieHHO. Ha panHux crapmsax MO kiuHndeckue
[IPOSIB/IEHS], KaK [IPAaBIJIO, OTCYTCTBYIOT, ¥ 9TO 3a00/IeBaHMe MOXeT ObITh
OMArHOCTMPOBAHO HAa OCHOBAHMM Pe3y/IbTaTOB AHA/IN30B KPOBM, KOTOpPbIE
BBIIIO/IHAJINCD TI0 JPYTOMY IIOBOAY, HAIIpUMep, B paMKax IVIAHOBOI IIPOBEPKU
310poBbsi. OHAKO, 110 Mepe YXYALIEHNsI BBIPaOOTKY HEM3MEHEHHBIX K/IeTOUHBIX
3/IEMEHTOB KPOBM Y TIALIMEHTOB MOTYT IOABUTHCA C/IEAYIONYE CUMITTOMBI:
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IToBbllIeHHAS YTOM/IAEMOCTD, C/IAO0CTD, OfbIIIKA, O/IETHOCTD KOXKY (0OBIYHO
06yCIIOB/IEHHbIE CHYDKEHMEM KOIIIECTBA SPUTPOLUTOB, IIPUBOMSAIINM K AHEMII)

bomb B JKBOTE, OIIYIEHNME TAXKECTN VJIN paClIVIpaHNA B J)KUBOTE, CHVDKEHIIE
aIllIeTNTa U IOTEPA BECa TE€a BCIEACTBIE YBEIMYIEHNA CEJIE3EHKN (CHIIeHOMeI‘aIH/IH)

VYBenuuenue nevyenu (rermaToMeranms)

KpoBoTeueHust mim KpOBOMSIUSHISL, BOSHUKAIOLI[YE OeCIIPUYMHHO WM TT0CIe
He3HAYNTeNTbHbIX BO3/IEICTBIIT BCIECTBIE CHIDKEHMS KOTMYECTBa TPOMOOINTOB
(TpombornmTOIEH M)

Hounas notnmmsocThb

3y KOXu

JInxopazgxa

YacTble MHPEKINYU BCIeACTBIE CHYDKEHA KOMYEeCTBA JISHIKOIIUTOB
Bomu B xocTax u cycraBax

[Toreps Beca

OcnoxHeHna M®. Ilo mepe nporpeccupoBanus M® MOryT BO3HUKATD C/IeAYIOLIe
OCTIO>KHEHM:

O

KpoBoteueHme. [To mepe mporpeccuposanmsi M@ KomndecTBo TPOMOOLMTOB
B KPOBU TIALIIEHTOB CHIVDKAETCA O HU3KVX BEJIMYVH, YTO CYKUT IPUYNHON
MIOBBILIEHHON KPOBOTOUMBOCTH. ITpy aHMpOBaHNy XUPYPIUdecKnx
BMeIIIaTe/IbCTB WM APYIUX MEAUIIMHCKIUX IIPOLIAYP IHalfleHTaM 00513aTeIbHO
crenyeT 00Cy[UTh IPOOIEMBI CO CBEPTHIBAEMOCTBIO KPOBI CO CBOVIMIL BpauyaMIL.

bonb B XKNBOTe 1 CNNHe. YBemyeHne cee3eHKI MOXKET BbI3bIBATh GOJIb 13-3a
€€ NaBJICHN Ha IpYyTrye OpraHbl.

MopTtanbHas runepTeHsnaA. B HopMe KPOBb 13 CelIe3€HKM ITOCTYIIAeT B IIeYeHb
TI0 KPYITHOMY COCYZY, KOTOPBIil HasbIBaeTCs IOPTAIbHOI (BOPOTHOIT) BEHOIL.
ITpu yBenmyennm ceneseHKy yCuieHye KpOBOTOKA 110 OPTA/IbHOI BEHE BEJET

K IIOBBILIEHNIO KPOBSIHOTO JaBJICHIA B Hell (II0PTa/IbHON TUIIePTEH3NM).

OTO MOXKET IIPUBECTY K U30BITOYHOMY IIOCTYIUICHUIO KPOBY B MEJIKIE BEHBI
JKETy/IKa U IUILEBO/IA, YTO MOXKET IPUBOJAUTD K MX Pa3pbIBaM U KPOBOTEYEHUIO.
[TopTa/bHast TUNEPTEH3YSI TAKKe MOXKET ObITh BhI3BaHa 0OpasoBaHueM TpoMba
B BOPOTHOJ1 BEHE, TPENATCTBYIOIIETO KPOBOTOKY.

JKcTpamepynnsapHbIi (BHEKOCTHOMO3roBoI) remonoss. Korma KoCTHBII
MO3T Tep:eT CHOCO6HOCTI> Bpra6aTbIBaTb JOCTATOYHOE KOJIMYECTBO KIIETOK
KpOBIL, 3TY (I)YHK]_U/IIO MOTYT B3ATb Ha Ce6H Apyrue opraHbl, TaKle KaK CE/Ie3€HKa.
3ITO 4acTo IIPUBOANUT K YBEIMYCHNIO CEJIE3EHKN. 3KCTpaMeI[y}I}'[HprII7I TeéMOII033
MO>KET TaK)Xe IIPUBOAUTD K 06PA30BAHNIO 04AaTOB KPOBETBOPEHISI B [PYTUX
OpraHax, KOTOpble MOTYT CTaTh IPUYMHONM KPOBOTEYEHUI U3 JKETYyLOIHO-
KIMIIEYHOI'O TPaKTa, KpOBOXapKaHbsA MUJIN IIPUMECH KPOBU B CJIIOHE, C/TaBJIEHNA
CIIVMTHHOT'O MO3ra MM IOABIEHNA CYJOPOTL.
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O Bornb B KOCTAX unm cyctaBax. MO MoxxeT IPUBOANTD K YIVIOTHEHIIO KOCTHOTO
MO3Tra 1 BOCITIAJIECHNIO COC,E[I/IHI/ITCIH:HOIZ TKaHI, 01<py>1<a10me171 KOCTHU, 4YTO HpI/IBO,[[I/IT
K CMJIbHBIM 60IIHM B KOCTAX U CYCTaBaX n nx 60HCSH€HHOCTI/I Hp]/[ ITAJIbITALIVINL.

O Noparpa. [Tpn M® B opraHnsMe MOBBIIIAETCS BEIPAOOTKA MOYEBOI KUC/IOTHIL.
ITpu BBICOKOM ypOBHE MOYEBOII KMC/IOTHI B CYCTaBax 00pasyoTCst KPUCTAIIIBL,
BBI3BIBAIOLIE OCTPYIO 60JIb, OTEK ¥ BOCIIAJIeHNE CYCTAaBOB.

O OcTpbiii MuenongHbii neikos (OMJ1, aHrnuiickaa ab6pesumatypa — AML)
ITpumepHo y 15-20% maryentos ¢ M® 3aboneBanne tpanchopmupyercs B OMIL,
6bICTp0Hp0rpecc1/[ponu1ee 3/I0KaYeCTBEHHOE 3ab0eBatue KpOBH.

AwnarHoctnka MO

XoTs1 y manyeHTa MOTyT OBITb TUIIMYHbIE K/IMHNYECKYIe IPOSIBTIEHNS U CUMIITOMBI
M®, 17151 TOATBEP>KAEHNS fUAaTHO3a HEOOXOAMMO BBITOMTHNUTD TA00PaTOPHbIE
anamm3sl. Kak mpaBumiio, Bpad cHavaa MCK/II0YaeT Hajlyaue y MalieHTa IPyrix
3a00/1eBaHMII ¥ COCTOSTHUIT, CIIOCOOHBIX BBI3BIBATD «PEAKTUBHbII» (VTN BTOPUIHBII)
muenopu6pos. IIpu peakTiBHOM M1enop1rbpo3e ToXKe IPOUCXOANUT pa3pacTaHye
COoeMHNTENbHOI TKaHM ((HuOPO3) B KOCTHOM MO3Te, OIHAKO, B OT/INYME OT
nepsryHOro M@, ero mpyymHbI jieXKar 3a IpefeaMy KOCTHOTO M03ra. PeakTBHBI
M1enodguOpo3 BO3HUKAET B OTBET Ha IPYTYIO IPOOIeMy B OpraHK3Me, B TOM YUCTIE:

O MHdpexunro

O AyTomMMyHHOe 3aboeBaHe

O Jlpyroe XpoHIYeCKOe BOCTANTETbHOE 3a60IeBaHe
@

BomocaToK/Ie TOUHBII JIEIIKO3 WM APYTOe 37I0KadeCTBEeHHOe 3ab0/IeBaHme
JIMMQOVTHOI TKaHU

PeaxTuBHbIT Myenopuopo3 npepcTasiAeT co60i 00paTUMBII IPOLiecC K YCTIOBUN
VCIIEITHOTO JIeYeHN s BbI3BABIIIEl €r0 MPUIMHBL

O6crnenoBanme malneHTOB ¢ mogo3peHreM Ha M® no/mxHO HaYaThCst co cHopa
TOAPOOHOrO MEAUIIMHCKOTO aHaMHe3a (MeIUIIIHCKON MCTOPII) U IPOBENEeHNs
¢usukanbHOro (0611er0) OCMOTpA.

C60p MeaMLIMIHCKOro aHaMHe3a 1 Bpauye6HbIll 0CMOTP. MennumHCKIIT aHaMHe3
JOJ/DKEH BK/IIOYATD CIIEyIoLMe CBEJEHNA O MalliieHTe:

O ®aKTOpbI PYUCKA CEPAEIHO-COCYANUCTHIX 3a00/IeBaHNUIT

©) HepeHeceHHbIe 1 TeKyune Sa6OHCBaHI/I}I, TPpaBMbI, IPMMEHABUINECS METO/bI
JI€YE€HNA M JIEKAPCTBEHHDIE ITPpETIapaThl

O Vcropus TpoM6030B (pOpMIUPOBaHISE MM HAMUYNUS TPOMOOB B KPOBEHOCHBIX
COCyfiax), KpOBOTEUEeHUIT VIV KPOBOM3/IVIAHUI

O Hcropus 3aboneBaHNnit KDOBHBIX POJICTBEHHUKOB (IIOCKOIbKY HEKOTOpbIE
3a00/IeBaHMA MOTYT IIepefjaBaThCs M0 HACIENICTBY)

O Tekyme CMITOMBI
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ITocre 3aBeprireHnst cbopa MEAMIIMHCKOTO aHAMHe3a Bpad IPOBeeT (pU3NKaIbHbII
(061pmit) ocMoTp. Bo BpeMst ¢p13MKanIbHOTO 0OCMOTpa Bpay BBICTYLIAET JIeTKIe

U cepplie MaleHTa 1 00CIIeyeT ero Te/lo Ha IIpeaMeT KIMHITIeCKIX IIPU3HAKOB
MHQEKIVOHHBIX U IPYIUX 3a00/IeBaHMil. Bpad Tak)ke MOXKET Ma/IbIIMPOBaTh pasHble
YIaCTKM Tela MAlIeHTa, YTOOBI OLIEHUTD pa3Mepbl BHYTPEHHNX OPraHOB, NX
KOHCUCTEHINIO (MATKOCTH W/IM TBEPAOCTD), @ TAK)KE YTOOBI BBISIBUTH OOTE3HEHHOCTD
pu nmasbnanyu. Hanpumep, Bpad MOXKET IPOIIaIbIINPOBATh )KMBOT MAI[MEHTa,
YTOOBI OIIPee/IATD, €CTh JIU YBeIUIeHNe Cee3eHKI VIV TTeYeHIL.

HakoHelt, 6yayT BbIIIO/THEHBI aHA/IN3bI KPOBY M KOCTHOTO MO3Ia [i/151 BBISB/ICHIS
IIATOJIOTMYeCcKMX N3MeHeH M. [TaTorncronor (Bpay, creryanusupyommricsa Ha
BBIIB/ICHNN 3a00/IeBaHNMII IIyTeM U3YYeHNs KJIETOK IIO MIKPOCKOIIOM) IIPOBeeT
P/ aHA/IM30B /IS U3YYeHNU A KJIeTOK KPOBY ¥ KOCTHOTO Mo3ra. O6pasisl KpoBU
Y KOCTHOTO MO3Ta TaK)Xe MOTYT OBITb MCCIIEIOBAHbI BPAuOM-TeMOIIaTO/IOrOM —
CIIEL|Ma/IIICTOM, KOTOPBII U3y4aeT U AUarHOCTHPYeT 3a00/IeBaHVsI KPOBI.

O6wwmin aHanus Kposum (OAK, aHrnuinckaa a66pesmnartypa — CBC). IIpu
IIPOBEJEHNN STOIO aHA/N3a OIPENEAETCA KOMIECTBO SPUTPOLUTOB, IEIKOLUTOB

U TPOMOOLIMTOB B 06pasiie KpoBU. Kpome Toro, B 3TOM aHa/IM3e OIpefe/sieTcs
KOJINYIeCTBO HOraToro >kefe3oM 0erIka, COIepyKallerocs B SpUTPOLIUTAX

U IIePEHOCSIIIIEr0 KUCIOPOZ, (reMOITo6MHa) U IPOLIEHTHOE COfiep>KaHye SPUTPOLIUTOB
B 1e/IbHOI KpOBM (TeMaTOKpUT). YpOBEHb 9pUTPOLNTOB y nanueHToB ¢ MO gacto
IIaTOJIOTMYEeCKY HU3KMiL. KO/4ecTBO /IefiKoLYTOB OOBIYHO BBIllIe HOPMBI (3TO
COCTOsIHME HAa3bIBACTCA «IEHKOLUTO3»), HO Y HEKOTOPBIX ITAIIMEHTOB KOTMYECTBO
TIeIKOLITOB MOXKeT OBITh HYKe HOPMBI (3TO COCTOSIHME Ha3bIBACTCS «ICHKOIICHIsA»).
KomaecTBo TpoMOOIIMTOB MOYXET OBITH KaK BBIIIE, TAK 1 HIKE HOPMBIL.

Maszsok nepudpepuyeckori Kposu. [Tpu sTom aHanmse HeOObIIOE KOMNIECTBO
nepudepruuecKoit KpOBI UCCTIERYeTCs TIOf, MUKPOCKOIIOM. [TaToricTomnor oleHnBaeT
pasMepbl, popMy 1 BHELTHNIT BUJ KJIETOYHBIX 3JIeMEHTOB KPOBM B Ma3Ke, a TAKKe
IIpoBepsieT Ha/lnuye O/IaCTHBIX (He3peyblX) KIeTOK. blracTHbIe KIIeTKI B HOpMe
06HAPY>KMBAIOTCS TOTIBKO B KOCTHOM MO3I'€ U OTCYTCTBYIOT B IIepuQepuuecKoit
KPOBM y 3T0POBBIX Jiiofieit. Y manyeHToB ¢ M® B nepudepudeckoit KpoBu 4acTo
06HAPY>KMBAIOTCS ATONOTMYECKIE KAIUIeBYIHbIE 9PUTPOLUTDL U He3pesible KIeTKIL.

Pa3BepHyTbIi1 6rOXMNYECKNI1 aHaNN3 KPOBU. ITO COBOKYITHOCTb PasHbIX
aHA/IM30B KPOBH, B KOTOPBIX M3MEPAIOTCA YPOBHMU ONIPEIENIEHHBIX BELIeCTB, KOTOPbIE
BBIIENIAIOTCA B KPOBb Pa3HbIMIM OpTaHaMU U TKaHAMIU. K 3TuM BellecTBaM OTHOCATCA
97IeKTPOMNUTHI (TaKye KaK HaTPUIL, Kaymii M XJIIOPYABI), )KUPbI, O€/KM, I/TI0K03a (caxap
KpoBnu) 1 pepMeHTbL. BIoXnMIdecKmit aHa/I3 KpOBY IIO3BOJLAET IOTYINTh BXKHYIO
MHGOPMALIUIO O TOM, HACKO/IBKO XOPOIIO pabOTaIOT IIOYKM, ITeYeHb I IPyTUe OPraHbl
namyenTa. ¥ nanueHToB ¢ M® 4acTo 00Hapy>KMBaIOTCA NIOBBIILIEHHbIE YPOBHI
MOYeBOI1 KUC/IOTHL, Makrargerugporenassl (JIAT, anrmmiickas abOpesuarypa —
LDH), weno4noii ¢pocdarassl 1 OMmMpyObrHa B CBIBOPOTKE KPOBI. Bpau MoxkeT
TaKKe IPOBEPUTb YPOBHIU 3PUTPOIIOITUHA, (DePPUTIHA 1 XKele3a B ChIBOPOTKE
KPOBI, @ TAKKe XKe/Ie30CBs3bIBAIOLIYI0 CIIOCOOHOCTD CBIBOPOTKY KPOBIL.

AcnlnpaLwlﬂ 1 6uoncnA KOCTHOro Mo3ra. O1u uccnefoBanys IpUMEHAIOTCA
1A N3Yy9EHNA COCTaBa KOCTHOI'O MO3ra OOBIYHO BBINOTHAIOTCA OJHOBPEMEHHO.
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O6pas1ibl KOCTHOTO MO3Ta 0OBIYHO HOJTYYAIOT 13 Ta30BOI (TIOIB3IOIIHOI) KOCTU
HaueHTa noce 00e300MMBaHys MecTa IyHKIUN. [I1d [ony4eHns acupara
KOCTHOT'O MO3Ta B Iy04aToe BeljeCTBO Ta30BOI KOCTM BBOJMTCS II0/Iasl UIIA,

Yepe3 KOTOPYIO MOMYYar0T XXMUAKNI 00pasel] KOCTHOTO MO3Ta, COfieprKalliuil
KJIEeTKU. [I151 BBITTOTHEHVSI OMOIICHM KOCTHOTO MO3T'a MCIIO/Ib3YeTCst 0mee TOCTast
MIJIA, C IOMOLIbIO KOTOPOJI IO/Ty4aloT MajIeHbKMIT KyCO4eK KOCTH, COflep>Kalii
KOCTHBIII MO3T. ITaTOr1CcTONOr NccIenyeT 00pasiibl Of, MUKPOCKOIIOM I U3y4YaeT
XPOMOCOMBI B KJIETKaX KPOBI. ITO HEOOXOAMMO JIsI TOTO, 4TOOBI OT/4nTh M® ot
npyrux ¢popm MII3. ¥V nmanmentos ¢ M® noBblIIIeHO KOMMYECTBO METaKapuOLVITOB
C TIATOIOIMYeCK! M3MeHeHHBIMU (OPMOIL 11 pa3MepaMi, a TakKe OTMeYaeTCs
paspacTaHue coeMHUTeNbHON TKaHy (PprOpo3) B KOCTHOM Mo3re. Y HEKOTOPbIX
nauyenToB ¢ MO npu aciimpanum He yaaeTcs IOMYYUTb 00pasel] >KIIKOI 4acTy
KOCTHOTO MO3ra 13-3a (pMOpO3HBIX M3MeHeHMil. /13-3a paspacTaHms COeAMHUTENbHOM
TKaHM IIpY MOMBITKe aCMpalNy MaTepyaa KOCTHOTO MO3Ta B UITTy He ITOCTyIaeT
(Tax HaspIBaeMas «Cyxas ITyHKIMsI»), 9YTO yKa3bIBaeT Ha OTCYTCTBNE B HEM KJIETOK.

MonekynapHasa guarHoctuka. MoneKkynsapHble FeHeTMYECKIE AaHA/IN3bI
IPEeACTaB/IAIT COO0I OYeHb YyBCTBUTEIbHbIC METORUKY, KOTOPbIe IPYIMEHSIOTCS
7151 BBIABJ/IEHNA KOHKPETHBIX MyTalluii B reHax. B auarnocTuyeckue Kpurepun
BcemupHoit opranmsanuy sgpaBooxpanenus 2016 roga 6pU10 BKTIOUEHO IIPOBEeHIe
MOJIEKY/IAPHOTO aHa/IM3a Ha Ham4yue MyTanuii B reHax JAK2, CALR u MPL nipu
IIO/I03peHNM Ha Hamnure Myuenodu6posa. Ecmm y manyenTa HeT Hy OJfHO M3 9TUX
MyTaluii, Bpad MOXXET IIPOBECTU aHA/IU3 Ha YTV My Tl

BusyanunsaumoHHble nccnepoBaHuna. [y onpefenieHnsa pasMepoB Cefie3eHKI
MO>KHO BBIIIOTIHUTD y/IbTpa3BykoBoe ucciefosanue (Y3M). [l BbaBieHns
M3MeHEeHNIT B KOCTHOM MO3Te, XapaKTePHbIX /s MUuenodgr6po3a, MOXXHO BBIITOTTHUTh
MarHuTHO-pe30HaHCHYI0 ToMorpaduo (MPT, anrmmiickas ab6pesuarypa — MRI).

HLA-tunuposaHue. HLA-Tunmuposanue ciegyeT MIpOBOAKUTD MalMieHTaM, KOTOpbIe
ABJIAIOTCA KaHAMJATaMI Ha a/UIOT€HHYI0 TPAHCIITIAHTALIMIO CTBOJIOBBIX K/IETOK. [l
HLA-runupoBanus y nanyeHToB 6epyT kpob. HLA (denoBedeckye eiIKOLUTapHbIE
aHTUTEHBI) — 3TO OENIKY, OOHAPY>KMBaeMble Ha OBEPXHOCTI OO/IBIINHCTBA K/IETOK
B OpraHM3Me 4elioBeKa. DI OeNIKY ONpefe/L 0T MHAMBHUAYaIbHOCTD OpraHM3Ma Kak
OTJeIbHOI TKaHeBOI cycTeMbl. Benku HLA mrpaior BaxkHyo poiib B GOpMUPOBAHIN
VIMMYHHOTO OTBETa OpPraHM3Ma Ha BelleCTBa Yy >KePOJHON IPUPOJbI, IIOMOTrasd
OpPraHU3My OT/INYaTh COOCTBEHHBIE KIeTKY OT 4yuX. [Tepef mpoBeeHeM
TPaHCIUIAaHTAIMY JOHOPCKMX CTBOJIOBBIX K/IETOK 0053aTe/IbHO IPOBOANTC
NpoBepKa COBMECTUMOCTH TKaHeli loHopa 1 nanyenTa no HLA-anturenam. HLA-
TUNMPOBAHNe He IpUMeHseTCA A1 fuarHocTuky M®. TeM He MeHee 9T0O O4YeHb
BaKHDIN aHa/IN3 JyId MauueHToB ¢ M®, y KOTOPBIX €CTb ITOKa3aHMA K IPOBEJEHII0
aJI/IOT€HHOJ TPAHCIUIAHTALMY CTBOJIOBBIX KJIETOK.

Kputepun guarHoctukm nepeuyHoro mneno¢pubposa. B 2016 rony Beemupnas
opraﬂmsaum{ 3npaBooxpaHeHm{ 0r[y6nm<03a)1a HOBBIC KPI/ITepI/H/I 1A OVAaTHOCTUKIL
HepBI/I‘IHOI‘O MO. I[}IH IMAarHOCTUKIN Mo HeO6X0}II/IMO Ha/Inm4me BCEX Tpex OCHOBHBIX
KpI/ITepI/IeB I HE MEHEEC OJHOTO OTOIIO/THUTEIIbHOT'O KpI/ITepI/IH, TNIEpEIVIC/ICHHbIX HIDKE.
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Tpuy OCHOBHbIX KpuTepus

1. ITpormicepanys MaToNMOrN4ecKy N3MEeHEHHBIX MEraKapyoLMTOB B COYeTaHUN
¢ pubpPo30M KOCTHOTO MO3ra

2. VcximoueHne fpyrux 3a00/IeBaHNil Y COCTOSHUIT, ONIPee/IeHHbIX KpUTEPUAMU
Bcemmpnoit oprannsanyy 3apaBoOOXpaHEHNs, TAKMX KaK 9CCEHIaTbHasA
TpoMboumTeMIISL, UCTUHHAS TTo/miuTeMusi, BCR-ABLI-1103UTUBHBII
XPOHMYECKNII MIETOUHBIN JIEIKO3, MUETOAVCIITIACTYECKIE CH/IPOMBI
U IIpOYNie MUTIOUHbIE OIIyXOJIeBble 3a00/IeBaHIsI KPOBU

3. Hannune mytaumu B reHax JAK2, CALR vinu MPL, nu60 gpyroro
K/IOHaJIBHOT'O MapKepa (reHeTI4ecKoil MyTalyu), HallpuMep MyTallii B I'eHe
ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1, nnu
OTCYTCTBME peaKTUBHOTO Muenopubposa

JononHntenbHble Kputepun

Hannune He menee OJHOI'0 KpUTEPUA N3 YNC/Ia NIEPEINCIIEHHDIX HIIKE,
TIOATBEPXKACHHOI'O pe€3y/IbTaTaMM ABYX II0C/I€A0BATE/IPHO ITPOBENEHHDIX aHA/IN30B:

O Amnemus, [IjIs1 KOTOPOIL HET APYIUX IPUYVH, UK

O KommuecTBo y1eikonuToB He MeHee 11 x 10°/71, wmm
O Tlanpnmpyemas yBelIMueHHaA Ce/le3eHKa, MIN
o)

AxruBHOCTS nakrargeruaporeHassl (JIIT, anrnmiickas ab6pesnarypa — LDH)
BbIIIIE BEPXHEl! I'paHNIIbI HOPMBI, MM

O Hanmmunme He3pesbIX KI€TOYHbBIX GOPM B Iepudepudeckori KpoBu (COCTOAHUE,
KOTOpOE Ha3bIBAETCA «ICHKOIPUTPOOIACTO3»)

CocraBneHue nnaHa nevyeHna M®. [Tporuos v BapyaHThI Ie4eHNA 1
nauyeHToB ¢ MO 3aBUCAT OT COBOKYITHOCTH OIIpefieleHHbIX (PaKTOpoB. [I/1s OLjeHK!
3¢ GeKTUBHOCTY PA3HBIX BAPUAHTOB JIEYeHMsI Bpadl MCIIONb3YIOT IPOTHOCTIYECKIe
6anbHble Kasbl. 7151 OLleHKN «IIPOrHO3a» maieHTa ¢ MO, nHpIMU clIOBaMy —
ompefeneHys Hanbojee BEPOSTHOTO BapyaHTa TedeHus 60se3HN, paspaboTaHo
HECKOJIBKO Oa/IbHBIX I1Kal. Hampumep, «<Xxopolmit» IporHo3 TOBOPUT O TOM, YTO
OXIJIaeTCst O/IarOIPpUATHBII McXop, 6omesHu. Tpy Haubo/ee pacpoCTpaHeHHbIX
IIPOTHOCTUYECKMX Oa/IbHBIX IIKAIbI, IPYMEHSIOIINXCS IS CTpaTugUKaLM prcKa:
MexpyHapopHas IpOrHOCTIYecKast O6a/UIbHas LKaa (aHIIuiickas abbpeBuarypa —
IPSS), unaMudeckas MeXIyHApOGHAsI IPOTHOCTIYECKast Oa/IbHAs LIKaIa
(anrnuiickas abbpesuarypa — DIPSS), a Takoke Paciunpennas guHaMmdeckas
MeXIyHapoaHast IPOTHOCTIYeCKast 6anipHast MmKaja (aHImiicKast abopeBuarypa —
DIPSS-Plus).

[Tporaoctuyeckas nikana DIPSS-Plus yunteiBaeT ciemyroiye BoceMb aKTOPOB pyCKa:
1. Bospacr crapue 65 et
2. Kounenrpaumns remornmobuna ke 10 r/m1

3. Komu4aecTBo 1eiiKouuToB cBbiie 25 X10°/11
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4. KomuuecTBo 671acToB B Ieprgepnieckoir Kpou He MeHee 1%

5. KoHctnrynmonanpHble (061iye) cuMIIToMsI (¢1abocCTh, HOYHAsI TOT/IMBOCTD,
JIMXOPAJIKa, HeOOBSICHNMAsSI IOTEPsI Beca I T. 1I.)

6. TToTpe6HOCTD B IIepeNMBaHNAX SPUTPOLUTAPHON MACCHI
7. KomnuectBo TpomboruToB Metee 100 x10°/11
8. HeOnmaronpusTHbI KapMOTUII (XpPOMOCOMHAsI IIATOIOT )

ITo mkane DIPSS-Plus Ha OCHOBaHMY Ha/IMYVLs VI OTCYTCTBUA BOCHMH ¢daxropos
PUICKa BBIIE/LTIOTCS YeThIpe TPYIIIbI pycKa. [TaneHToB, He MMeIOLX (aKTOpOB
PVICKa, OTHOCSIT K KaTeropuyt HU3KOTO PYCKa; TIAIIMEHTOB C OTHUM (haKTOPOM PHCKa
OTHOCAT K IIEPBOJ KaTeropyy MpOMEXXYTOYHOTO PYCKA; TTAIMEHTOB C JIByMs VIV TPEMs
(akTopamm prcKa OTHOCAT KO BTOPOIT KaTeropyy IIPOMe)Ky TOYHOTO PYUCKa; ITAIMEHTOB
C 4eThIPbMsI 1 6071ee paKTopamit prcKa OTHOCAT K KATETOPUY BBICOKOTO PYCKA.

ViccnemoBareny TakyKe Hada/Iy BK/II0YATh B OL[EHKY IIPOTHO3a IALMEHTA €T0
MYTalMIOHHBII cTaTyc. Hampumep, onpepeneHHble reHeTYEeCKUE My Talii

y nauyeHToB ¢ M®, Takue Kak MyTauyn B rene CALR, B 11e/I0M acCOLMUPYIOTCA
C JIy4ILIMM IIPOTHO30M B OTHOLIEHNY CPOKa 0011Ieil BBDKMBAEMOCTH, YeM

y MalMeHTOB ¢ MyTaumAMHy B reHe JAK2 unu rene MPL. Ilo mepe pacivpenus
3HAHWIT O TeHeTNYecKNX (pakTopax passutusa MO uccregoBarenu co BpeMeHeM
OyAyT yIUTBIBATDb 3T CBeIEHV [ COCTAB/ICHN ITaHa TeYeHNs.

Kaxapit cydait yHUKaJIeH, 1 BCe MAleHThl JO/DKHBI ObITb 00CTeIOBaHbI
reMaTo/I0rOM-OHKOJIOTOM (BPadoM, KOTOPBII CHEeIVIaMM3UpPyeTCs Ha JTe4eHUN
37I0Ka4eCTBEHHBIX 60/e3Helt KpoBn). [1aIyeHThl, KOTOPBIM MTOCTaBIIeH AarHo3 Mo,
cIenyeT 0OpalaThes 3a HallpaB/IeHMeM B CIIeIVaTN3YPOBAHHBII LIEHTP C OIIBITOM
nedenuss M®. OyeHb BaXKHO, YTOOBI HALMEHTDI 00CY>K[a/IM CO CBOVMM BpadaMu
BCe IOCTYIIHbIE METO/bI JIEYEHNA, BK/II0Yas IIPUMeHseMble B PaMKaX K/IMHNYECKIX
MICCTIeNOBaHMIA.

I morrydenus 6osee ogpoOHOi MHGOpMALI O TOM, KaK BbIOpaTh Bpada oo
K/IVHUKY, 03HaKOMbTeCh ¢ myoukanyeit LLS on HassarueM Choosing a Blood Cancer
Specialist or Treatment Center (fOCTyIIHA Ha QHIJIMIICKOM ¥ MICTTAHCKOM SI3BIKAX).

JNleueHne MO

Js1 nedenua nepsudHoro M@ npuMeHsIOTCA Te Ke METOABI, YTO U JLA

JledeHs BTOPUYHBIX (OPM 3TOro 3a00/meBaHs (IIOCTIIONNIUTEMITYECKOTO

n ocrrpombormremmdeckoro M®). OHako He CyIIeCTBYeT eAMHOTO METOfA
JledeHus, OIMHAKOBO 3¢ deKTUBHOTO Isl Beex naryeHToB ¢ M®. V nanyeHToB

¢ M® MoryT 6bITh pasHble KIMHIYECKIE IPOSIBTICHNS U 0OCTOSATENIbCTBA,
TpebyIoLIye IPUMeHEeHVsI Pa3HbIX METOJOB JIeYeHVsI. Y HEKOTOPDIX NAl[eHTOB

¢ M® B TeveHne MHOTUX JIeT 60/IE3HD TeUeT OeCCUMIITOMHO 1 He TpebyeT
HeMeJIJIeHHOTO jiedensi. TeM He MeHee, Bce aryeHThl ¢ M@ JTO/KHBI HAXOMUTHCS
IIOJ, TIATE/TbHBIM MEAMIVHCKIIM HaO/MIOfieHIIeM Y CIIeIaIICTOB.

JlexapcTBa, ciocobHoro nsneunts M®, He cyujecTByeT. EXMHCTBEHHDIT METOJ
JiedeH s, IOTEHIMAIbHO CIIOCOOHBIN M3/IeYnTh maryedTa or M® — 510 ajoreHHas
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TPAHCITAHTALMA CTBOJIOBBIX K/IETOK. OIHAKO 3Ty IIPOLENyPYy PUCKOBAaHHO
IIPOBOIMTD MOKV/IBIM MALMEHTaM Y IALMEeHTaM, UMEILIMM COITy TCTBYIOLIME
3aboneBanms. [Tockonbky M@ B OCHOBHOM OOIEIOT JIIOAY OXKIIOTO BO3PACTa,
TPaHCIVIAHTALVISL CTBOJIOBBIX KJIETOK KaK METOJ JIeYeHNs He IIOKa3aHa OO/IbIIHCTBY
nayerTos ¢ M. Jledenne M® y 60/IbIIMHCTBA IALMEHTOB HAIIPAB/IEHO Ha
yCTpaHeHUe CMITOMOB OOJIe3HM 1 IIPeRYIIPeXK ieHIe OCTIOXKHEHWIA, IPOJIIeHNe
CPOKa >KM3HU U TIOBbIIIIEHNE €€ Ka4yeCTBa.

MNauvieHTbl ¢ MO 13 KaTeropum HN3KOro pucka. JleyeHue mManueHToOB U3
KaTeropuy H13KOrO PUCKa MOXKET BKITIOYATD:

MaumeHTbl c 6ecCMMNTOMHbIM TeYeHNeM 60se3HM. [Ta1yeHThI, ¥ KOTOPBIX
OTCYTCTBYIOT CMMIITOMBI 60/1e3HU (6eccumnToMHOe TeyeHne M®), a Taxoke HeT
IIPU3HAKOB aHEMM, YBE/IMYEHNA Cele3eHKU WV IPYTUX OC/IOKHEHNIT, 0ObIYHO He
HO/IYYAIOT JledeH)sl. Y HEKOTOPBIX IAIMIeHTOB 6eCCUMITOMHOE CTabMIbHOE TeUeHue
00J1e3HY COXPaHAETCs B Te4eHMe MHOTHX JieT. OfHAKO 3a COCTOSIHMEM ITallIeHTOB
13 KaTeTOpMYU HU3KOTO PUCKA CTIeyeT TIIATENTbHO CIeANTD, PETY/LIPHO IPOBOJA
MEJIMIIMHCKIIE OCMOTPBI 11 00C/IeJOBaHMs, YTOOBI He IIPOIYCTUTD CUMIITOMBI,
CBUJIETENIbCTBYIOLIYIE O IPOIPECCUPOBAHNN OOTIE3HIL.

MauvieHTbl C CUMNTOMATUYECKUM TeYeHMem 60ne3HN. JleueHe IalIEHTOB 13
KaTeI‘OpI/H/I HU3KOTr'O pI/ICKa, y KOTOPI)IX €CTb CUIMIITOMbI, MOJKET BK/IIOYATh:

O Pykconutuuu6 (Jakafi®) mmn

O MHurepdepon-annpda (Intron A, Roferon-A, Pegasys), X0Ts 1ydllie BCero
IPUMEHATD 3T NpenapaThl B paMKax KIMHIUYECKOTO MCCIeNOBaHUA

MauymeHTbl ¢ MP 13 KaTeropuii NPOMEXKYTOUHOTrO 1 BbICOKOIO pucKa. J/leuenne
HALVEHTOB 13 IePBOIl KaTErOPUY IIPOMEKYTOYHOTO PUCKA MOXKET BK/IIOYATD:

O Pyxconmutnuu6 (Jakafi®) mnm
O AJUIOT€HHYIO TPAHCIUIAHTALINIO CTBOJIOBBIX K/IETOK (B HEKOTOPBIX CITy9Yasix)

Pemnrenne o nmpoBefeHy anoreHHON TPAHCIIAHTALIMY CTBOTIOBBIX K/TE€TOK ITal[yieHTaM
13 BTOPOJ KaTeTOpyII ITPOMEXYTOIHOTO PUCKa J 13 KATETOPVY BBICOKOTO PUCKa
IIPMHMMAeTCA B MHAVIBUAYa/IbHOM Hopszke. [laryenTam, KOTOpble COOTBETCTBYIOT
KpUTEepUsM, TPAHCIUIAHTALVISI CTBOJIOBBIX KJIETOK MO>KET OBITh IIPOBEJICHa BCKOPE
THOC/Ie YCTAHOB/IEHNS [IIAaTHO3A.

HaHMeHTaM, KOTOPBIM HE IIOKa3aHa a/UIOr€HHasA TPpaHCIUIAaHTaVA CTBOIOBBIX KJIETOK,
CnenyeT HaCTOATEIbHO PEKOMEHA0BATD YIaCTVI€ B KIMHNYECKNMX VICCTIENOBaHMAX.

B mHbIX CIy4qasiax nNanyeHTaM MOXHO Ha3HavdaTb pyKCO}II/ITI/IHI/I6 [/ YMEHDbIICHUA
CUMIITOMOB I YBEJIMYEHNA CETIE3CHKU.

MepukameHTo3HaA Tepanusd. [ neyeHus manneHToB ¢ MO npuMeHA0TCA
crenyrolye neKapCTBeHHbIe IIpenapaThl:

O Pyxconutnuu6 (Jakafi®). Pykcomutnum6 sBnseTcss MHIMMOUTOPOM KIHa3
JAK1/JAK2 B Bupie TabneToK ISt IpyeMa BHYTpPb. DTOT Ipenapar OTHYCKaeTcs
110 peuienty. benmku-knHasbl cemerictBa JAK OCbUIAIOT CUTHAIIBL, BIVAIOLIVE
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Ha BBIPabOTKY K/IeTOK KpoBM B KOCTHOM Mosre. Ecim JAK-kuHa3bl ToCbUIaoT
CJIMIIKOM MHOTO CUTHAJIOB, TO B OpraHyu3Me 00pasyeTcsi U30bITOK K/IeTOYHBIX
37IeMEeHTOB KpoBIL. Pykcomrian6 nnrnbypyer JAK-6emku u mopasseT
Ype3MepHYI0 CTUMY/ISALINI0 KOCTHOTO Mo3ra. OH ofo6pen FDA s nedeHus
HAIVIEHTOB C MUETIOPUOPO30M IIPOMEXYTOYHOTO MIU BBICOKOTO PUCKA, B TOM
YUCIe IEPBUYHOTO Myenodpuodpo3a, BTOPUYHOTO IOCTIONILIUTEMITYECKOTO

U nocrrpoMbonmTemMmndeckoro muenopnobposa. Hanbomee yacToiMu I060IHBIMU
addexTamim 9TOro Iperapara sIB/SIOTCI HU3KOE KOMIECTBO TPOMOOLINTOB,
HJ3KO€ KOJIMYECTBO SPUTPOLIUTOB, OeCIIpMUMHHOE 00pasoBaHIie CUHSIKOB,
TO/IOBOKPY)KeHNe U TOOBHbIe 60mu. Y 9TOro Ipenapara Ajis npueMa BHYTpb
OTCYTCTBYIOT 3Ha4MMble TOKCUYecKue 9((PeKThl, OfIHAKO CO BpeMeHeM BO3MOXKHO
HOBBIILIEHVe PUCKa MHPEKIOHHBIX OC/IOXKHEHNI, TAKMX KaK ITHeBMOHMA

U MHQEKIMM MOYEBBIX ITyTell, @ TAK)Ke ONOSACHIBAIOLIETO JIMIIA.

O Hurepdepon-anpda (Intron A, Roferon-A, Pegasys) /151 TOZKOXKHOTO BBeleH
IIpefCTaB/AeT COO0T CUHTETIYeCKIIT aHA/IOT BelIeCTBa, BEIPa0aThIBaeMOro
KJIeTKaMU OpraHusMa i1 60pbObI ¢ MH(EKIMOHHBIMU BO30YAUTEILIMU
u onyxomamy. OH IPUMEHSETCA C LIe/IbI0 YMEHbIICHNUS Pa3MepPOB CE/Ie3eHKI,
YMeHbIIEeHVsI 60/ B KOCTSX VI CHVYDKEHVS OBBILICHHOTO KOJIMYeCTBa
TPOMOOLIUTOB Y HeKOTOPBIX HaleHToB ¢ M®. VnTepdepon-anbda, feiicTBys
Ha MIMMYHHYIO CHCTEMY, MO>KET YXYALIUTD TedeHue 3a00/1eBaHMs IINTOBUSHO
JKe7le3bl, CaxapHoTo JiabeTa 1 ay TOMMMYHHBIX O0JIe3Helt, a TakKe CocobeH
BBI3BATb VTN YXYAIINUTD JENPeccuIo.

Il monmyyenns 6onee nogpoOHoOi MHPOPMALMM O KOHKPETHBIX Iperaparax
03HaKOMbTeCh ¢ OecrutarHoit mybmkareit LLS non Hassanuem Understanding Side
Effects of Drug Therapy (focTyIHa Ha aHITIMIICKOM U MICITAHCKOM $3bIKaX), llepeYHeM
JMexkapcTB Ha caitte LLS o agpecy www.LLS.org/drugs (Ha aHITIMIICKOM sA3bIKe),

a Takke rocerure caiit FDA ¢ nndopmariueii o iekapCTBEHHBIX IIpelapaTax 1o
ceplke https://www.accessdata.fda.gov/scripts/cder/daf/ (Ha aHrIMIICKOM A3BIKE).

TpaHcnnaHTaumMA CTBOMOBbIX KNETOK. AJUIoreHHas TPaHCIVIAHTALV CTBOJIOBBIX
KJIETOK B HacTosll[ee BpeMs ABJIAeTCA eAMHCTBEHHBIM METOJOM, II03BOJIAIOINM
TOOUTBCS U3/IedeHNs TanueHToB ¢ M®, HO IIpM 9TOM XapaKTepusyeTcs: BBICOKUM
PUCKOM IT060YHBIX 3¢ (eKTOB, yrpoyKaroyx >kusHu. [Ipy mpoBegeHny 3Toil
IpOLeyphl MallMeHT MOTy4YaeT BHICOKME [O3bI XUMMOTEPANIEBTUUECKX ITPENapaToB
VIV OOy YeHNS C 1IeIbI0 YHUYTOXKEHMS IOPKEHHOT0 KOCTHOTO MO3ra. 3aTeM
HAI[MIeHTY ITyTeM MHQY3UM BIMBAIOT 3T0POBbIe KPOBETBOPHBIE (IeMOIIOITIYECKNe)
CTBOJIOBBIE KJIETKU OT COBMECTUMOTO JOHOPa (POCTBEHHOTO MV HEPOCTBEHHOTO,
MIMEIOIIIET0 COBMECTUMBbIE CTBOJIOBbIE K/IeTK1). TpaHCIIAaHTHPOBAHHBIE 3T0POBBIE
KJIETKM JJOHOPa IIePeXO/AT B KOCTHBI MO3T MAllMeHTa, 3aMellias ero fedeKTHble
CTBOJIOBbIE KyeTKI. HOBbIe KJIeTKY Pa3MHOXKAIOTCS U CO3PEBAIOT, 00pasys 30pOBble
SPUTPOLIVITBL, JIEKOLIUTHI I TPOMOOLINTHIL.

AJUIOreHHYI0 TPAHCIUIAHTALIMIO CTBOJIOBBIX KJIETOK, KaK IIPaBIJIO, PUCKOBAHHO
IIPOBOIMTD IIOXKVJIBIM IAlMEeHTaM U MallXeHTaM, UMEIOLVIM COIy TCTBYIOLe
3aboneBanms. [1o 31011 IpuYMHE ee pEKOMEHAYETCSI TPOBOANTD MOJIOJIbIM HAI[IEHTaM,
y KOTOPBIX HET COMYTCTBYIOLINX IIPOO/IEM CO 30pOBbeM. TeM He MeHee, a/VIOTeHHYIO
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TPaHCIUVTAHTALIMI0 CTBO/IOBBIX KJIETOK MOYKHO BBITIO/THATD U ITOKWMJIBIM ITallVIEHTaM IIpU
TIHIATE€IbHOM B3BCIIMBAHNN BCEX MEOVIIIVHCKNX (l)aKTOPOB. BosmoxkHOCTD IIpOBENEHNA
TpaHCIVIAaHTALVIN OIIPEAEAETCA MEAVIMHCKYIMMI ITOKa3aHVAMN 1 Ha/IMYMEM JOHOpa.

[is1 medennst HeKOTOPbIX manyeHToB ¢ MO Taxoke IpUMeHsIeTCsl HeMyenoabaTuBHas
aJUIOTeHHAasI TPAHCIUIAHTALVISI CTBOJIOBBIX KJIETOK (C IIPeIIIeCTBYIOLel TOATOTOBKO
CHYDKEHHOV MHTEHCUBHOCT, T. €. 6e3 ITOTHOTO YHUYTOXXEHNMSI COOCTBEHHbIX
TeMOTIO3TIIeCKIX K/IeTOK). [IJ11 HOATOTOBKY K 3TOJ IIpOLiefAype MPUMEHAI0TCA

6or1ee HY3KME O3Bl XMMUOTEPAIEBTIYECKIX IIPEIIApaToB 1/ W OOIydeH s IO
CPaBHEHUIO C 103aMM1, IPUMEHAIOIVIMICSA 171 TIPOBeleH A CTaHIApTHOIA ITPOLIeAypbl
a/UIOTEHHOI TPaHCIIAHTAIMM CTBOJIOBBIX K/IETOK. DTOT MOAXOM, MOXKET UMETb
MPeMMYILEeCTBO IIPY JIeYeHNI TTOKIIBIX TTAIMEeHTOB U MAI[eHTOB C COITy TCTBYIOLIel
IIaTOIOTVIeN], KOTOPbIe He CIOCOOHDI ITEPEHECTH PEXXIM IIOATOTOBKM K CTAHAAPTHOI
TPAHCIUIAHTAIUY &J/IOTEHHBIX CTBOJIOBBIX KJIETOK C IIPUMEHEHIeM BBICOKIX /103
XVMMOTEePaIeBTUUEeCKIIX IPEMapaToB .

Bormpoc o ToM, SIBIsIeTCS /I TPAHCITAHTALNS CTBOIOBBIX K/IETOK BO3MOYKHBIM
METOJIOM JTeYeHNsI /I KOHKPETHOTO MTAI[MEHTa, CIefyeT OOCYAUTH C TeYaIuM
Bpadom. Bosee moxpobHas nHpopMalsa 0 TPaHCIIAHTALIMN CTBOJIOBBIX KITIETOK
comepxutcs B 6ecrrarHoit mybnukanyu LLS mox HassauneM Blood and Marrow Stem
Cell Transplantation (FOCTyIIHA Ha AHIJIMIICKOM Y MICIIAHCKOM $I3BIKaX).

Mo6ounbie s3ppekTbl neueHns M. ITobounsie appexTs! tedenyss M 3aBuUCAT OT
MHOTX (PaKTOPOB, B TOM YICTIe OT BU/A JICYEHVIs, 103 TIPEeapaToB, BO3PAcTa IalyleHTa
¥ COITY TCTBYIOLINX 3ab0meBaHmit. JIedeHyie MOXKeT COIPOBOKATCSI ITOBBIIIEHHOI
YTOM/LIEMOCTBIO, MOXKET HOSIBUTHCS TOLIHOTA, /IMXOPAAKa, 03HOO, TOTIOBOKPY KeHI1e,
OfIbIIIIKa, ITepridepidecKas HeiiponaTyst (OLIyIeHNe TOKAIbIBAHIIS, OKEHIs, OHeMeHIsI
Wt 60Ib B KMCTSAX U CTYIIHAX), BpeMeHHasl OTepsl BOJIOC U Jipyrue ITo6o4YHble 3p(eKThL.

OueHb BaXHO OTC/IEXKIBATD Y YCTPAHATD H0O04Hble 3¢ dekThl. [TayenTaM cefyet
06CynnTD TI00bIe BOIIPOCHL 11 TPOO/IeMbl, CBsI3aHHBIE ¢ T0004YHbIMY 3 dexTamu,

CO CBOMM BpadoM. Bo/bIIHCTBO T060YHBIX 9 HEKTOB IPEXOIALIIE U MCUe3aI0T
HOC/Ie 3aBeplIeHus edeHst. [ monydenns 6omee moxpo6Hoit nHdopmarmn

0 KOHKPETHBIX ITperrapaTax 03HAKOMbTeCh ¢ becruraTHol mybumKareit LLS mop
HasBaHveM Understanding Side Effects of Drug Therapy (ROCTYIIHa Ha aHITIMIICKOM

¥ VICIAHCKOM $I3BIKAX).

NMoapepxunBarwian Tepanna gna naymeHtos ¢ MO

HOI[I[ep)KI/IBaIOLHaH TepanyA IPpOBOAUTCA I YIyIIICHNA Ka9€CTBa J)KM3HNU
IMAaIIMEHTOB C Mo. I_IeJ'Ib TIOAIEP>KNBAIOLIETO JIEYEHMA COCTOUT B TOM, YTOOBI
npenynpegnTb Mian yCTpaHUTb CYIMIITOMbI MO.

AHemuA. AHemus BbiABIsAeTCA y 60ntee yeM 50% mareHToB ¢ M@ Ha MOMEHT
YCTaHOBJIEHVS AMarHo3a. [lepen paccMoOTpeHyeM BO3MOYKHBIX BapMAaHTOB TeUeHNA
OYeHb BaYKHO BBIABUTD U YCTPAHUTD HanOoIee YacThle IIPIIMHbBI aHEMIY, TaKye KaK
KpOBOTeueHMe, eULuT xere3a, feduunt BurammuHa B12 n gedunnt pommepoit
kucnorhl [TanyeHTaM ¢ CMIITOMaMy, BBI3BAaHHBIMY aHEMIelT, PeKOMEHYIOTCS
nepeyBaHus KpoBu. Ilepe/BaHns KPOBM MOBBIIIAIOT KOIMYECTBO SPUTPOLIUTOB
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¥ 0OJIETYaIOT CYMIITOMBI, CBSI3aHHBIE C aHEMIel, TaKiie KaK ITOBBIIIeHHAs
YTOM/IAEMOCTb ¥ CTab0CTh. [T0Ka3aHMs K HPYMEHEHNIO JOIOTHUTE/IbHBIX METOIOB
JledeHNs 3aBYUCAT OT ypoBHA spurponostuta (110, aHrmmiickas abbpeBuarypa —
EPO) B cbIBOPOTKE KPOBIL.

Jleyenne nanyenTos ¢ yposHeM II1O B chiBopoTke KpoBu Hike 500 ME/Mn MokeT
BKJTIOYATh:

O DpUTPONOI3-CTUMY/IMPYIOLIEe areHThI (HapOoI0THH-a/Ibda IV SO TUH-
anmbda). IpUTPOIIOITHH — ITO BEL[ECTBO, BbIpabaThIBAEMOE TOUKAMI
U CTUMY/IVIpYIOlIiee IIPOU3BOZICTBO HOBBIX SPUTPOLIUTOB B KOCTHOM MO3Te.
Spurponoas-crumynupyiouye areHTsl (JCA, anruitckas abopesnarypa — ESA)
CUHTE3UPYIOTCS B TaOOPATOPHBIX YCIOBUAX U TAKXKe CTUMY/IMPYIOT BBIPAOOTKY
SPUTPOLUTOB B KOCTHOM MO3Te.

Jleuenue nanyenTos ¢ yposHeM II1O B cbiBopoTKe KpoBu He MeHee 500 ME/mn
MOXXEeT BKJII0YATD:

O JlaHa30/1 WM [{PyTyie aH/POTeHbI, IPeCTABIAI0Ne COOO0I CUHTETYEeCKIIe
AHAJIOTY MY>KCKMX TOPMOHOB (QH/JPOT€HOB), KOTOPBIE CIIOCOOHBI YCUTUTD
BBIPaOOTKY SPUTPOLIATOB.

O Tamupomup (Thalomid®) wn nenampomuy (Revlimid®) — nmmyHOMORyIUpYIOLIVIE
nperaparsl (aHImiickas ab6pesuarypa — IMiD) 1 npueMa BHYTpb, KOTOpbIe
CIIOCOOHDI YBEMNUNUTD KOMNYECTBO 9PUTPOLIMTOB. DTN IpeTapaTbl MOIYT
HasHAYaThCs B KOMOVHALMY C IPEFHM30/IOHOM (CTEPOVIHBIM IPEIIapaToM).

YBenunueHue ceneseHkm (cnneHomeranns) Y MHOTHX Al ieHTOB

¢ M® BbIAB/IsIETCA yBENMUEHIE CETIE3EHK, KOTOPOEe MOXKET IIPOSIBIISITHCS
IMCKOM(OPTHBIMM OLIYIEHVAMM B )KMBOTE, OO/IBIO B JIEBOM IOfipebepbe

¥ OLLYLIIEHMEM TsDKECTH 1 PaCIIMPaHusi B 1eBOM OOKY HATOLIAK VTN TI0CTIE
He6O0/IbIIOro KoymdecTBa efibl. CylecTBYeT HECKOIbKO CII0OCOO0B YCTPaHNUTh
6o/e3HEeHHDIE OLIYIIeHNs, CBA3aHHbIE C YBe/InYeHneM cefie3eHkn. K Hum otHOCsATCS:

O Pyxconutnuu6 (Jakafi®) — nurn6mrop JAK-knHas, mpuHMMaeMblil BHYTpPb.
Y HEKOTOPBIX MAIVIEHTOB 3TOT ITpenapaT YMeHbIIAeT Pa3Mephl CelIe3eHKI.

O TuppoxcumouesnHa (Hydrea®) — xummorepaneBTHYeCKIiT Ipenapar,
IPYHIMaeMBbIil BHYTPb, KOTOPBIil CIIOCOOEH YMEHBIIATh pa3Mepbl yBeTMUEHHOI
cee3eHKM U 06/1eryaTh CMMIITOMBI, CBA3AHHbIE CO CIVIEHOMETaIMEN.

O WHurepdepon-anpda (Intron A, Roferon-A, Pegasys) — nekapcTBeHHbIe
Ipernaparsl, KOTOpble TaK)Ke IIOMOTAIOT TIPY YBeIMUEHUN Cee3eHKI.

O B03MOXXHOCTDb XMPYPrUYecKOro yAalIeHus cele3eHKY (CIUIEHIKTOMYIA)
paccMarpuBaeTcs B CIy4asx, KOIjja Apyrue MeTOMbI JIeYeH Vst He CTIOCOOHBI
YMEHBIINTD OOIb VIV CIIPABUTLCA C OCTIOXKHEHVISIMY, CBA3aHHBIMM C YBeIMYeHUEeM
ceneseHKY. HeoOX0OIMO TIaTeNIbHO B3BECUTD IIOJIb3Y 11 PUCK TON IPOLIEAYPHIL.

O ITonb3a cocTouT B 00/IETYEHNY CUMIITOMOB, YMEHbILIEHNN OPTa/IbHO
runepTeHsuu (qaBeHus B IOPTATbHOI BeHe), a TAK)Ke B CHIDKEHUN
OTPeOHOCTH B TIEPETNBAHIISIX SPUTPOLIATOB.
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O Bo3Mo)xHBIe pUCKY 3TOII ITPOLIEAYPhI BKIIOYAIOT KPOBOTEeYeHM s, 0OpasoBaHue

TpoMO6OB, MH}EKINY, YBeTUeH e TedeHN I OBbIIIeHNe KOMNYeCTBa
TPOMOOLIUTOB.

O JlyueBas Tepamnms ¢ IpUMEHEHIEM PEeHTTeHOBCKIIX JTy4ell BBICOKOI MOIIHOCTH
L1 yMEHbIIEeHVSI pa3MepoB cee3eHKI. [1py HeapeKTUBHOCTI Apyrux
METOJIOB JIeY€HM s, KOTTIa XMPYPrU4ecKoe yiaieHye yBeTNIeHHO Celle3eHKI

COIIPOBOXXIA€TCA HENIPNEMJIEMBIM PVICKOM, MO>XHO ITPMMEHNUTD JIY4E€BYIO TEPAIINIO

J/1 YMEHBIIIEHNA €€ PasMepOoB.

Tpom6ouuTos u nefikouuTos. HekoTopsie marpenTst ¢ M® crpasiator ot
TPOMOOLITO3a — COCTOSTHIS, IIPY KOTOPOM B KOCTHOM MO3Te 00pasyeTcst C/IMIIKOM
MHOT0 TpoMOOoLMTOB. [pyrie maryeHTs! ¢ M® cTpafaioT OT IefKOLUTO3a —
COCTOSTHIS, TPV KOTOPOM B KOCTHOM MO3Te 00pa3yeTcst CIMIIKOM MHOTO

JIeVIKOLIITOB. ,HHH CHVDKEHMA IIOBBINIEHHOI'O KO/INYECTBA TpOM6OHI/ITOB U IEMIKOLIUTOB

MOXKET IIPUMEHATHCA XMMMOTEPANIEBTIYECKII IIPEeNapat, KOTOPbIii Ha3blBaeTCs
ruppokcumoderHa (Hydrea®). 3ToT mpemnapar taioke criocobeH yCTpaHUTD pyrue
cumntoMbl M@, BKIIOYAIOIIVE YBETMYEHHYIO CENIE3€HKY, HOYHYIO IIOTIMBOCTD

7 oTepro Beca. ITanenTaM ¢ HU3KMM KOMYIECTBOM JIEKOLMTOB UM TSAKENOM
aHeMIell JIeYeHNE TUAPOKCMMOYEBMHON IPOTUBOIOKa3aHo. [Tpy murenbHOM
IIPUMEHEHNM TOT ITPENapaT MOXKET IPUBECTH K IOABIEHMIO 3B Ha KOXKeE.

HayuHble pa3paboTku n KnMHN4ecKune
nccnepoBaHMA, Kacawwmeca MO

B MHTEpECAX NAVEHTOB OTCIIEXXKVIBATb BOSMOJKHOCTH JIEYEHMA B paMKax
KIIMHNYECKNX I/[CC}Ie]IOBaHI/H“/I 1 Y9aCTBOBATb B HUX IIPN YC/IOBUM COOTBETCTBUA
KpUTEPUAM BKIIOYEHNA. Knmuanueckue VICCIIENOBAHNIA IIPOBOAATCA [I/IA VICIIBITAHNA
HOBDBIX JIEKApPCTB I METOIOB JIEYEHVIA IIE€PpEL TEM, KaK FDA pa3peniaeT NIpMMEHATb
VX B Ka4€CTBE€ CTaHJApPTHOI'O JIEYEHNA. MHorue KIMHUYeCKue NccneqoBaHmnA
NOANEP>XKNBAIOTCA MCC/IEN0BATEIbCKMIMU ITpOIrpaMMaMM LLS.

Knunnyeckne nccneposanua. Kaxxgoe HoBoe 1eKapCTBO MM CXeMa JTeUeHNs
M3y4YaeTcs B XOJje HECKONMbKIX KIMHINYECKUX UCCTIeIoBaHNIT IIepe] TeM KaK
CTAaHOBUTCA YaCTbIO CTaHJJAPTHOrO 1edeHyA. KnmHmudeckme ucciefoBanms
TIJATE/IbHO Pa3pabaTbIBAIOTCS U IIPOBEPSIOTCS BpadaMy-9KCIIepTaMu

U UCCTIENIOBATENSIMY, YTOOBI 00€CIIeYnTh HaMBBICIINIT BO3SMOXKHBII YPOBEHb
6€30I1aCHOCTY ¥ TOYHOCTh HAYYHBIX PE3Y/IbTATOB. Y4YacTe B KIIMHIIECKOM
MICCTIeOBAaHNY, KOTOPOE IPOBOYTCS HAJJIEKAIINM 06pa3oM, JaeT BO3MOXKHOCTb
MO/TyYaTh HaUIyulllee BO3MOXKHOe siedeHne. CoBpeMeHHbIe METOJIbI JIeYeHU S
HOSIBWINCH O/IarOfaps1 yIacTHUIO MIAIYIEHTOB B paHee IIPOBEAEHHBIX KIHINYECKIX
uccnenoBanmsx. [l nonydenns 6omnee mogpo6Hoi MHGOpMALI TO3BOHITE I10
tene¢ony (800) 955-4572, 4TOOBI TOTOBOPUTD C KOHCYIBTAHTOM LLS, KOTOpBIit
HIOMOXKeT Hail TV ITOAXOsAIIee KINHNYIecKoe uccaenosanme. [Ipy Heo6xogumMocTu
BO3MO>KHO MH/IMBMJya/IbHOE KOHCY/IbTUPOBaHMeE 110 BOIIPOCAM y4acTusA

B KJIMHMYECKMX MICCIIEJOBAHNUAX, KOTOPOE IPOBOAAUTCA MEIVIIVIHCKMMI CECTpaMIi,
IIPOLIEAIIIMY CIIel[aIbHOe 00y4eHe.
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HanpaBneHuns HayuHbIX nccnegoBaHnin. KinHirdeckue ncciefoBaHys IPOBOAATCA
A N3yIEeHNA BO3MOYKHOCTE JIeYeHMs Pa3HbIX I'PYIIII ITALMIEHTOB: ITALJIEHTOB,
KOTOPbIM IMaTrHO3 ObUI TIOCTAB/IEH HEAABHO, ITALIMIEHTOB C Pa3BEPHYTDBIM TE€UIECHIEM
6071e3H, a TAKOKe MALMEHTOB C HeIIePEHOCUMOCTBIO YU Hed(PEeKTUBHOCTHIO
TEKYIINX JIEKAPCTBEHHDIX ITPETIapaTOB. MHOI‘}Ia Yy49acTe B KIIMHNYECKOM
UCCTIeNOBaHNY 00ecrieunBaeT MAIMEHTY HaTy4llee BO3SMOXKHOE JIedeHIIe.

Hanpumep, oTkpbiTiie MyTanyu reHa JAK2 B 2005 rofy OCIy>K1/I0 TOMTIKOM

OIS TPOBeNeHN KTMHNYIECKIX MICCTIEIOBAHMIA 7SI OLIeHKM BO3MOXKHOCTEN
IpUMeHeHMs HeCKONbKUX MHI16uTopoB JAK-knHa3 B nedenn M®. Myrarpys
reHa JAK2 — ofiHa 13 HECKONbKMX TeHeTNIeCKIX My TalMif, KOTOpbIe, KaK
TI0/IaTaloT, CBA3aHbI ¢ BO3HMKHOBeHMeM M®. Taxoke M3yJaloTCs BOSMOXKHOCTHU
IIpUMeHeHMA KOMOMHaumii uHrnouTopos JAK-kmHas ¢ gpyrumu mpemnaparamm —
VMMYHOMOZY/IMPYIOLIVIMYU CPEACTBAMMU, aH/IPOTeHAMY Y MTHIMOUTOpaMI IPYTHX
curHaIbHBIX IyTel (momumo ytu JAK-kunas). [Ipumenenne komOMHamit
IIpenapaToB MOXKET IIPMHECTH JOIOTHUTEbHYIO II0/Ib3Y, B TOM YMC/Ie YMEHDIINTD
AHEMMIO, YCUINTD U/MIU YBEIUINUTD IIPOJO/DKUTENIbHOCTD JTIe4eOHOro s deKTa.
Kpowme Toro, Bemyrcs: pa3pabOTKU JIEKapCTB JLA TeYeHNs aHeMUY M YMEHbIICHIS
pocra pubpO3HOIT TKAaHM B KOCTHOM MOS3Te.

I[anee IIPUBENEHO KPATKOE OINMCAHNE JIEKAPCTBEHHDIX IIPEIIapaTOB, BO3SMOXHOCTI
IIPMMEHEHNA KOTOPDIX NI TIEYEHUA MO B HacToAIee BpEM: N3YIal0TCA
B KJIMHUYECKUX UCCIIENOBAHMAX.

O Wuruburops! JAK-KnHa3 B KTMHIIECKNX UCCIENOBAHMAX 9 DEKTUBHO
yMeHbIIA/I pa3Mepbl Cele3eHKM U 00/Ierdany CUMIITOMBI OOTe3H, TaKye KakK
HOYHAs MMOT/IMBOCTD U MOBBIIIEHHAsI YTOM/IAEMOCTD. BO3MOXHO, OHM TaKKe
CIIOCOOHBI yMeHbIIaTh aHeM110. HoBble Ipernaparsl U3 9TOJ IPYIINbI BK/IIOYAIOT
makputran6 (SB1518) n NS-018.

O VIHruburops! eatieTiiasbl rMCTOHOB (aHrmmiickas abopesuarypa — HDAC) urpator
B)XHYIO PO/Ib B PETY/IALMM 9KCIIPECCUY TEHOB. B HacTosIIee BpeMs TPOBOIUTC
KIMHIYeCKOe VICCTIEIOBaHNe, B KOTOPOM U3y4aeTcsl IpUMeHeHe TaHOOMHOCTaTa
(Farydak®) B cogetannu ¢ pykcomtuan6oM y nanyentos ¢ MO (mpenapar Farydak®
onro6pen FDA 151 ieveHst MHOKeCTBEHHOI MytenioMbl). ITparmHocTar — ele ofuH
unrnéurop HDAC, mpoXopsImit K/IVHMYeCKIe NCCIeIOBaHIL.

O AHTn¢u6pO3HbIe MperapaThl MPEMATCTBYIOT IIPOLieccaM pelapanuy TKaHeil
u pubposza. PRM-151 — anTndmOpO3HBIiT Ipenapat, ¥ B HACTOsLIee BPeMs
IIPOBEPSIIOTCS €T0 BO3MOYKHOCTH TIPEROTBPALILATh 11/ faXKe 0OpaIiaTh BCIATH
¢ubpo3 KocTHOrO MO3ra y naryentos ¢ M®. JIusunokcupasa (aHrmmiickas
ab6pesnarypa — LOX) u mm3mmokcnia3onono0Hblit 6enok (aHImmiickas
ab6pesunarypa — LOXL) Takxke OTHOCATCA K aHTU(PMOPO3HBIM IIperaparam,
KOTOpBbIe B HACTOsIIIee BpeMs M3Y4YaloTCs B K/IMHIYECKIX MCCIeOBAHIX.

O VImerencraT — MHIMOUTOP TeIOMEPAsbl, MOJAB/IAIOIINIL CIIOCOOHOCTD JIe/IAIIXCS
KJIeTOK MCHpaB/ATh oBpexeny [JHK, BosHukaromye Bo BpeMA Ae/eHn.
Ceifuac U3y4aloTCs CIOCOOHOCTI 9TOTO IIperapara yMeHbIIaTh (p16PO3 KOCTHOTO
MO3Ta, YIy4LIaTh ero (pyHKIIMIO U OKa3aTeu KPOBHL.
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Pe3synbTaTbl neyeHuns naymeHtos c MO

ITporuos (BO3MO>KHBIIT MCXOZ, 60/1e3HM) Y HaLMeHTOB ¢ M® MoXeT ObITb pasHbIM.
Y KaKZIOro IaIyieHTa CIefyeT HAUBIIYaIbHO OLeHMBATh IPOTHOCTUYECKIUEe
(axTopb! prcka.

MenuanHas BbDKMBaeMocTb Ipyt M@ cocrtasrstet npumepHo 15,4 ropa

Y IalVIEHTOB 13 KaTE€ropuy HM3KOro pycka, 6,5 JIET y NIAIIICHTOB 3 HepBOI?I
KaTeropuy IPOMEeXXyTOYHOTO PUCKa, 2,9 TOfia Y IALMeHTOB 13 BTOPOIT KaTeropuu
IIPOMEXXYTOYHOTO PUCKa 1 1,3 TofIa y MALMEeHTOB 13 KaTerOpyy BBICOKOTO PUCKA.
OpnHaKo HEKOTOPBIE MALVMEHTHI TTOC/IE YCTAHOB/IEHNS YarHO3a XXUBYT ellje HECKOIbKO
OecATUIETUI. BayKHO TOHMMATD, YTO CBEIEHNA 110 MCXOIAaM JaHHOIO 3a00/IeBaHNA
OTPpaXarT YCpeAHEHHDIE TaHHbIC 10 pE€3ybTaTaM JI€IE€HNA ITAJVIEHTOB C Mo

13 pa3HbIX I'PYIIII pMCKa 1 HE IIO3BOIAIOT 1aTh TOYHBII IIPOTHO3 B OTHOILIEHNN
VHIVBUJYa/IbHBIX CITy4aeB. [To 9TOJ IpuyMHe IalyieHTaM PeKOMEH/YeTCsE 00CYaNTD
MH(GOPMALIIO O CBOEM IIPOTHO3E IIPY 9TOM 3a00/IeBaHIM CO CBOMMM BpadaMIL.
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HopmanbHbIN cOCTaB KPOBW
N KOCTHOro mo3ra

KpoBb. KpoBb — 3T0 XUKOCTD, KOTOPas TeueT 110 apTepysaM 1 BeHaM. OHa
JOCTABJIsIeT KUCTIOPOJ, M IIUTATe/IbHbIE BellleCTBA K XMBBIM KJIETKaM U YHOCUT
OTXOfIBI MX XM3He#esTeIbHOCTI. OHA TaK)Ke COfIep>KUT IMMYHHBIE K/IETKI,
KOTOpbIe OOPIOTCs ¢ MHPEKIVSIMIA, ¥ TPOMOOLIUTBL, KOTOPbIE CHOCOOHBI OCTAHOBUTD
KPOBOTEUEHME 3 IIOBPEKICHHOTIO COCYHA.

KpOBb COCTONUT M3 IVZIa3MbI I KJICTOYHbBIX 9JICMCHTOB.

Mnasma. ITnasma 6onbliet 4aCcThI0 COCTOUT U3 BOLBL, B KOTOPOJL paCTBOPEHbI
pasHble XMMUYecKre BelljecTBa. Hike pyBesieHO KpaTKoe ONMCAHUE STUX BelljeCTB,
Y KaXX/I0TO 113 KOTOPBIX CBOsA 0C00ast pOib.

O benknu
O Anb6yMIH — OCHOBHOII 0€I0K KpOBI
O Benku-¢pakTopbl CBePThIBAHNUA KPOBM, KOTOPbIE BHIPAOATHIBAIOTCA B II€YeHN

O DpUTPOIOITUH — BbIpabaThIBAEMBIiT OUKaMIL OETOK, CTUMYINPYIOLIIT
06pasoBaHIe SpUTPOLNTOB

O VIMMyHOIOOYIMHBI — 6K, TIOMOTAOIIe OPTaHN3My 60POThCs
¢ uHQpeKuMAMI

TopMOHBI, B TOM 41C/Ie MHCY/IMH ¥ KOPTUKOCTEPON/IbI
MuHepabl, B TOM 4JCIe >Ke/1e30 ¥ MaTHUIA

Buramuusl, B TOM uriciie Gponarer 1 BuTamus B12

o O O O

3H€KTPOHI/ITBI, B TOM 411C/I€ MOHDBI Ka/IbIA, Ka/IA I HATpUA

KneTku nepudepuyeckon Kposu. B nnasme copepkarcs KJIeTOYHbIE 3/1eMEHTDI
TpeX TUIIOB.

O DpurpounTsl (KOTOpbIe HEPEHOCAT KUCTIOPOS,)
O OHM COCTaB/IAIOT YyTh MEHbIIIE IIO/IOBYHBI 00111eT0 06'beMa KPOBIL.

O OHM HaITOJIHEHBI FEMOITIOOMHOM — 6€}IKOM, KOTOprﬁI B JICTKUX COCAMHACTCA
C KICJIOPOJIOM U IIEPEHOCHUT €T0 K KJIETKAM I10 BCEMY TETTY. 3areM reMorIoOMH
COENMHAETCA C YITIEKUC/IBIM I'a30M, I(OTOprI?[ BBIJIETIACTCA KIIETKaMI, VI IIEPEHOCUT
€T0 B JIETKNE, ITI€ OH YAATAETCA U3 OpraHl3Ma C BbIIbIXa€MbIM BO3/TYXOM.

O Tpom6oLUTHI

O DT0 K/IeTOUHbIe PparMeHTsl, pa3Mep KOTOPBIX COCTABISIET OfHY [IECSTYIO OT
pasMepa spUTPOLUTA.

O OHM IOMOTaIOT OCTaHOBUTDb KPOBOTEYEHNE 13 TIOBPEX/IEHHOTO COCYA.
Hanpumep, npu nopese moBpexK/jaeTcsl CTEHKa KPOBEHOCHOTO COCYHa.
TpoMOOLMTBI IPUIUIIAIOT K MECTY paspbIBa COCYAUCTON CTEHKH, C/INIAIOTCS
BMecCTe U 00pasyIoT CIyCTOK, IepPeKPbIBAIOLINIT IIOBPEKICHHDII YIaCTOK.
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B o6pa3oBanum crycrka Takxe y4acTBYIOT Oenki-(paKkTopbl CBePThIBAHNUSA
KpOBIH, B TOM 4iiciie GUOPUH, 1 9TeKTPOIUTDL, TAKVE KaK KaTbIUIL.

O JleitkouuTbl (KJIeTKY, KOTOpbIe 60oproTcs ¢ nHpeKiyer). JIefKOLUThI JeATcs Ha
HECKOJIbKO TUIIOB, B TOM YIICIIE:

O Heitrpodubl. OTi MMMyHHbIe KJIETKY AB/LIOTC daromytaMi. OTO O3HAYAeT,
9TO OHU «efAT KAeTKM». OHM IOMOTAIOT 60POTHCA C BO3OYAUTENAMMI
MHQEeKUNIT ITyTeM «IOeIaHNA» MUKPOOPIaHM3MOB VI BBICBOOOXKICHNSA
(depMeHTOB, yorBaromyx ux. Helirpodnibl 0THOCATCS K IpaHy/IOLUTaM —
JIeMIKOLIUTAM, B IIMTOIIa3Me KOTOPBIX COTEP>KATCA MeTKIe JaCTHUIIbL.

O Do3uHOGWIEL 1 6a30PUIbL. ITO MMMYHHbIE KJICTKI, KOTOPbIE COIepKaT
IpaHy/Ibl (Me/IKIe YaCTHUIBI). D03MHODIIIBI UTPAIOT BaYKHYIO POJIb B PAasBUTUN
a/UIepIIYecKUX peaKiuit 1 60pbbe ¢ napasyuTapHbiMy NHbeKIyamu. basodubl
UTPAIOT POJIb B Pa3BUTHUM a/UICPIMYECKIX PeaKIVil 1 OPOHXVA/IbHOI aCTMBbL

O MoHoUUTbL. DTV UMMYHHbIE KJIETKY TaKoKe AB/LI0TCA aronyramy. OHI MOTyT
BBIXOZINTD 113 KPOBOTOKA B TKAHM J @TAKOBATh IIPOHMKIINX B OPTaHM3M
Bo30yauTeneit nHpexumit. OHY IepeMelalTcs B TKaHAX, youBas
MUKPOOPTaHM3Mbl, IOIIOIAA Yy>KEPOJHbIE YaCTHULIDI U Y/Ia/IAs MEPTBbIE KJIETKI.

O JInmdouutsl. JIeIKOLUTBI 3TOTO BUJjA B OCHOBHOM HAaXOJATCSA B IMM(ATIYECKIX
y3/1ax, celeseHKe U IMMaTidecKux cocyfax. OHU UIparoT BayKHYIO PO/Ib
B UMMYHHOII cucreMe. JInMQOLUTE TeATCA Ha TPU THUIIA:

o T-nmumdornursr (T-xmetkn)
o B-mumornutst (B-kneTxn)
» Harypanbhble kinteps! (HK, anrmmiickas ab6pesuarypa — NK)

HoBsle apuTpoLiuThl, TPOMOOLIUTHI ¥ OOMBIINHCTBO IEMKOLUTOB 00PasyoTCcs

B KOCTHOM MO3Te — Iy04aToil TKaHM, KOTOpasi HAXOANTCS BO BHYTPEHHIX

[IO/TOCTSIX KPYIHBIX KocTeil. O6pasoBaHie HOBBIX K/IIETOK KPOBU PEryIUPYeTCs
HOTPeOHOCTAMM OpraHNU3Ma. B yenoBeueckoM opraHmusMe eXXeHeBHO 00pas3yoTcs
MWWIIMAp/bl HOBBIX K/IETOK KPOBM Ha 3aMEHY CTapbIM U «M3HOLICHHbIM». HekoTopble
(baKTOpBI MOTYT CTUMYINPOBATh OPraHM3M BbIPaOaTBIBaTh JOIIONHIUTEIbHbIE
K1eTKy KpoBu. Hanpumep, nipy nHGEKIMOHHBIX 3a00/IeBaHNAX KOCTHBIIT MO3T
BbIpabaThIBaeT U BBICBOOOYK/JaeT OOIIbIIIE I IKOINTOB, 4eM 0OBIYHO.

XOTS 3pUTPOLVITBL, JIEIKOLMTHI U TPOMOOIIUTHI PA3INYAIOTCA II0 CBOEMY BHEIITHEM
BUAYy I Q)YHKHI/IHM, BC€ OHU ITPOMCXOAAT OT OJHOI'O TUIIa HECIIEMA/IN3VPOBAHHDBIX
HC,HI/I(I)(I)CPCHLU/IPOB&HHI)IX KJIETOK, KOTOPbI€ Ha3bIBAOTCA I'€MOIIOITIECKIMU
CTBOJIOBBIMM KJIeTKaMI. [eMonoaTiyeckue (KpOBCTBOprIe) CTBOJIOBbBIC KJIIETKI
HAaXOJSATCs B KOCTHOM MO3re Oe[lpeHHBIX KOCTell, KOCTelt Ta3a, TI0O3BOHKOB 1 pedep.
HecnenyanusupoBaHHble TeMOIIO3TYECKIE CTBOIOBbIE KIIETKU, CO3peBas,
IIpE€BpALIAIOTCA B ClIENUAIN3VIPOBAHHDIE KIIETKY, BBITIO/THAOINE KOHKPETHDIE
(bYHKHI/H/L HaanMep, TE€MOIIO3TNYECKAA CTBOTIOBAA KJIETKA MOJKET IIPEBPATUTDHCA

B 9PUTPOLINUT, IIEPEHOCSIINIT KUCTOPOZ, II0 BCEMY OpTaHU3MY, 1160 B HeITpouI,
KOTOPBIIT TOMOTaeT 6OPOThCs ¢ MH(eKUMAMM U OTHOCUTCA K JIefikorytaM. IIporecc,
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B XO7le KOTOPOTO He3peyas KIeTKa CTAHOBUTCSA 3PeIOoN ¥ CIIOCOOHON BBINIONHATD
cBOM yHKIVM, Ha3bIBaeTCs «ayepeHIpOBKOii».

ITpouecc 06pasoBaHNs KIETOK KPOBYL, UX AudepeHIMPOBKY Y CO3PEBAHNUS
HasbIBaeTCs reMon0a3oM (cM. puc. 1). Kora cTBonoBas KIeTka ienurcs,
Ka)X[asl «[OYEPHsIsI» KITeTKa MOXKET /MO0 0CTaThCsl CTBOJIOBON KIIETKOIT, b0
BCTATh Ha Iy Th AU epeHIPOBKY I IPeBPATUTHCS B CHELNATN3MPOBAHHYIO
KJIeTKY — 3PUTPOLIT, JIEHIKOLUT WM TpoMOOoLMT. EC/u ouepHsisa KIeTka
BCTaeT Ha NyTb AUPPepeHIPOBKY, TO OHA IIPEBPALACTCS B IIPOMEXYTOIHYIO
K1eTKy. [IpoMeXXyTouHas K/IeTKa Ha3bIBaeTCA «K/IeTKOM-TIPEKYPCOPOM» VTN
«KJIETKOVI-TIpeLIeCTBEHHNUIIET». B TO BpeMs KaK CTBOIOBAsI K/IETKA OCTAeTCs
Hes3peJIoil ! HeCIellann31pOBaHHOIA, KTeTKa-TIPe/lIeCTBeHHNUIIA e/IATCH

VI TIPOXOJIUT PSJ TIOCTIeNOBATeIbHBIX CTA[MII Pa3BUTHA, C KK/IBIM Pa3oM
yBeIN4MBas CTelleHb CBOelt AuddepeHIPOBKH 10 IPeBpalleHNs B 3PENYI0
K/IETKY KPOBIL.

TemomnoaTuyeckas CTBONIOBAs KJIETKa MO>KET JaTh HAadasIo IMMQONIHOMY POCTKY
Y MVETIOUTHOMY POCTKY. VI3 muMQOUIHBIX CTBOTOBBIX KJIETOK 00pasyoTCs
KJIeTKU-TIPeLIeCTBeHHUIIBI TMM(OIoasa. PasHble TUIIBI KJIETOK-IIPEKYPCOPOB
VIV KJIETOK-TIpeLIecTBeHHNUL A depeHIMPYIOTCS O 3PeIIbIX KJIETOK KPOBU
pasHBIX TUIIOB. B nponecce muddepeHINpoBKM KIeTKU-TIPEIeCTBeHHUIIBI
WIN TIPeKypcopsl muMeoIoasa cospepaor fo T-mmdormros, B-mumdonnTos
Y HaTypaJIbHBIX KMJIJIEPOB.

/13 MMenouaHbIX CTBOIOBBIX KJIETOK 00Pa3yoTCs KIeTKM-TIPe/IIeCTBEHHUIIbI
MMETION033a. DTY KA TKM-TIPEKYPCOPBI VTN KJIeTKY-IPeMIIeCTBeHHNITbI
IIPeBPAILAIOTCA B 3peyible KJIeTKU KPOBY, BK/II0YAs SPUTPOLUTHL, TPOMOOLVITHI

Yl KOHKPEeTHbIe TUIIBI JIEMKOIIUTOB (3031HOGIIBI, 6a30b1IbI, HENTPOPIIBI

u MoHoMThI). Hanpumep, kieTka-IpeiecTBeHHIIIA MII€IONI0333, YTOObI
IIPeKPaTUTHCS B HEITPOIIL, IIPOXOAUT pasHble cTafuy AyiddepeHIpOBKIL:
KJIeTKa-TpellieCTBeHHNIIA MUETOII093a = IIPOMMETOLUT — MUETOUUT —
MeTaMME/IOLUT — MaJIOYKOANEPHBII HEeITPOGIWT — CerMEHTOSICPHBII HEMTPOQIIL

y 340POBBIX JINI CTBOJIOBbIE K/IETKM KOCTHOI'O MO3T'da HEIIPEPBIBHO Bpra6aTI)IBaIOT
HOBDBIE KJIETKM KPOBU. COSPCBLHI/IC KJIETKM KpOBU IIOKNJAOT KOCTHBIN MO3T
M 1IepeMENIarnTCA B KPOBOTOK.
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Co3peBaHue KNeToK KpoBu 1 numdoumnToB

CrBONOBbBIE KNETKUN

lMonunoteHTHbIe
remonoaTnyeckKkne KneTku

OnddepeHunpylotca n cospesaiot
C 06pa3oBaHMEM LLIECTU TUMOB
KNeToK KpoBu

SpUTpoLuTbI bazo¢unbi
Heitpodunbl MoHouunTbl
03uHOGUNbI Tpom6oLuTbI

MonunoTteHTHbIe
ﬂMM(‘)OI/IAHbIe KNeTKun

AnddepeHunpyiotca n cospeBaioT
c obpa3oBaHMeM Tpex TUNoB
numdountos

T-numoountbl
B-numdouuntbi
HatypanbHble Kunnepbi

Puc. 1. | CrBo/OBbIE KI€TKM IIPeBPAIAIOTCA B K/IETKI KPOBY (reMo11093) 1 imMQponHble KIeTKIL.
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MeanynHckune TePMHNHbLI

AnnoreHHas TpaHCNIaHTaLMA CTBOJIOBbIX K/I€TOK. MeTof iedeHns, Ipy
KOTOPOM JIS1 BOCCTAHOB/IEHNS K/IETOK KOCTHOTO MO3Ta 1 KPOBY IIPUMEHSIOTCSA
JIOHOPCKIie CTBO/IOBbIe KiIeTKu. bonee mogpoOHas MHPOpMaLus COfep>KUTCA

B 6ecryraTHON nyOmkanuy LLS nop Hassanuem Blood and Marrow Stem Cell
Transplantation (FOCTyIIHA Ha aHIJIMIICKOM M MICIIAHCKOM I3BIKaX).

AHemuns. 3a6OHeBaHI/Ie, IIpY1 KOTOPpOM KOIMYIECTBO 3pUTPOUUTOB HIVDKE HOPMa/IbHBIX
3HA4YeHMUI, YTO CHIDKAET CII0OCOOHOCTD KpOBI IIEPEHOCUTD KNCIIOPOJ. HPI/I TSDKENon
AHEMUMN ITIOABIACTCA 6HeJIHOCTI> KOXW1, CHa60CTb, IIOBbIIICHHAA YTOM/IAIEMOCTD

" ObIIIKa.

Acnunpauyma KocTHoro mosra. [Iporienypa, Ipu KOTopoit n3BjeKaeTcsi obpasers
KMJEKOJL 9aCTV KOCTHOTO MO3Ia JISI ICC/IEOBAHNS €T0 K/IETOK C JMATHOCTIYECKO
nebio. O6paser; KOCTHOTO MO3ra 0OBIYHO 6epyT 13 Ta30BOM (IOAB3/OLIHOI) KOCTH.
ITocrne 06e360mBaHNMs yIacTKa IYHKIUM OepyT 0Opasell >KUAKOI 9acTV KOCTHOTO
MO3ra Py OMOLIY CIIELVA/IbHO UITIBL, KOTOPYIO BBOASAT B KOCTHOMO3TOBYIO
HOTI0CTD Ta30BOI KOcTy. OOBIYHO aCIMPAINIO U OMOIICHIO KOCTHOTO MO3Ta
BBIIIO/IHSIOT OfHOBPEMEHHO.

Benble KpoBsAHbie Tenbua. Cum. JIeiKoIuT.

Broncua koctHoro mosra. IIporenypa 3a6opa u ncciegoBaHMs KIeTOK KOCTHOTO
MO3Ta JIJIs BBIAB/IEHNsI B HUX IIATOJIOTMYECKUX M3MEHEHIT. DTOT aHAIU3 OTINIAETCSI
OT aCypanny KOCTHOTO MO3ra, IOCKO/IBKY B 9TOM C/Tydae M3BJIEKaeTCsT HeOOIIbIION
KyCOUYeK KOCTH C KOCTHBIM MO3T'OM, OOBIYHO U3 Ta30BOII (II0[B3/JOLIHOIT) KOCTH.
I[Tocre 06e360mBaHMs YIaCTKA IYHKIMHM U3BIEKAIOT MaJIEHbKIIT KYCOYeK 13
CepAILIEBMHBI KOCTH C IOMOIIIBIO 0COOOIT TTOTIOI UIJIBI ISl BBIIO/THEHSI TPETIaH-
6uorncuy. Acyparnyisi KOCTHOTO MO3ra U OMOTICHS KOCTHOTO MO3Ta MOTY T
BBIIIOJIHATHCSI KaK aMOYIATOPHO, TaK 1 B 60/IbHNUIIE. DTH [{Be AMATHOCTIYECKIE
IIPOLEAYPBI IIOYTH BCET/a BBIIOMHAIOTCS OFHOBPEMEHHO.

BnacTHasa knetka. Mononas (Hespernasi) KIeTKa KPOBIL.
FemaToKpuT. IIpolieHTHOE copepyKaHye SPUTPOLINTOB B LITIBHON KPOBIL.
Fematonor. Bpau, crienyamsnpyomuiics Ha JiedeHuy 60J1e3Hell KpOBUL.

Femorno6uH. JXeneszoconepxaiiee BeleCTBO, ITepeHOCsIIee KICTOPOZ IT0 BCEMY
OpTaHM3My. YMeHbIIIeHNe KOMNIeCTBA SPUTPOINTOB IIPUBOAUT K CHIDKEHIIO
KOHI[EHTPAL[M! FeMOITIOOMHA B KPOBI. ITO COCTOSIHIIE HA3bIBAETCST aHEMUEIL.

Femonatonor. Bpay, mpourenummii crenyanbHoe 00ydeHne IMarHocTyKe 6oesHeit
KPOBMU ITyTeM VCCIeIOBaHMA IIperapaToB KPOBY, KOCTHOI'O MO3Ta, TMM(aTIIecKuxX
Y3JI0B U APYTUX TKaHe MOJ, MUKPOCKOIIOM.

Femono3s. O6pa3oBaHue 1 CO3peBaHIe HOBBIX K/IETOK KPOBM B KOCTHOM MO3Te.

lemonoaTnyeckne cTBONOBbIE KNETKN. Hesperble KIeTKM, 13 KOTOPBIX

B pe3ybrare fuQQepeHINPOBKI 11 CO3PeBaHIs IIOTYIal0TCs BCe BUMIBI KIIETOK
KPOBI: 9PUTPOLNTBL, JIEIKOLUTHI ¥ TPOMOOLUTBL. Takyke OHM Ha3bIBAIOTCS
CTBOJIOBBIMU K/IETKaMJ KPOBI.
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leH AHyc-KnHasbI-2 (JAK2). Dot reH kopupyeT 6€/10K, CTUMY/IMPYIOLINIL POCT
u fenenye KneTok. JAK2-6eok urpaer BaXXHYIO pO/Ib B pery/IaLuy BIpabOTKI
KJIeTOK KPOBIL.

Fenatomeranus. YsennueHiie medeHn.
rllll'lepKl'leTO‘lHOCTb. V30bITOYHOE KOMMYECTBO KJIETOK, HaIIpYIMEP B KOCTHOM MO3T€.

AHK. CoxpaieHHOe HasBaHMe [e30KCUPUOOHYK/IEMHOBON KMUCTOTB —
TeHeTITIeCKOT0 MaTepuara, CofiepyKalierocs Bo Bcex KneTkax. JJHK nepegaerca

B HOBbBIE KJIETKI BO BpEMA IIPOLIECCA KIIETOYHOTO AETIEHNA. Vamenenne nnn MyTanmuAa
B JHK MO>xeT IIpuBecTy K rMOe/I KJIeTKY, ISMEHEHWIO (YHKINMY KIeTKU 1,

B HEKOTOPBIX CTTY4asX, K PasBUTHIO 37IOKAYeCTBEHHOI OITYXOJIIL.

3yA. OmyieHne, BoI3bIBaIOIIee CHTbHOE HEIIPEO[0NMMOe KeTaHle 09ecaTh
Ppasfgpa’KeHHBIN Y4acTOK.

I/IHcyan. Hapymeﬂme IIPUTOKAa KPpOBI K YyJaCTKy MO3rIa, IIpMBOJAALLEE

K IIOBPEXKAEHNIO €0 K/IETOK. HPI/I‘II/IHaMI/I MHCY/IbTA CITy>KaT TpOM6I)I " pa3pbIBbI
COCyj0B MO3ra. HPI/ISHaKI/I MHCYIbTA BKII0YAa0T TOIOBOKPYI>KEHNE, ITIOTEPIO
9YBCTBUTEIbHOCTN, MbIIIEIHYIO cmabocTh B OJTHOI1 TIOJIOBMHE TeJa, HapymeHue
AKTUBHON pedn, nmicbma 1 CIIOCOOHOCTU BOCIIPMHMMATD 9Y>XKYI0 pE€Yb.

UctnHHaa nonuyutemus (UM, anrnuinckan a66pesuarypa — PV).
3a60)IeBaHI/[e, Ipn KOTOpOM B KOCTHOM MO3re Bpra6aTbIBaCTCFI C/IMIIKOM MHOI'O
3pI/ITpOHI/ITOB, 4yToO Hp]/[BO}II/IT K HaTO}'IOI‘]/[‘{eCKOMY CI‘yIIIeHI/IIO KPOBI/I. KommuectBa
}Ie]?IKOL[]/[TOB un TpOM6OIH/[TOB TaK)Xe€ MOI'yT 6bITb BbIIIIC HOPMBI.

Kapuotun. Onyicanne BHeIIHEro BIja MOMHOro Habopa xpomocoM. Otpaxaer
pasMepbl, popMy U KOIMYECTBO XPOMOCOM B 00paslie KJIETOK.

KnuHnyeckoe nccnepgosaHue. TimaTerbHO CITIAHNPOBAHHOE M KOHTPOIMPYEMOe
MEQULIMHCKOE HayYHOE MCC/IENOBAHME [T OLIEHKN sq)(beKTMBHOCTI/I HOBBIX IIOAXOIOB
K JIEYeHMIO TTalieHTOoB. Llenb mpoBefieHst KNMHIYeCKUX MCCIel0BAaHMIT B obmactu
37I0Ka4eCTBEHHBIX O0/Ie3Hel KPOBM COCTOUT B Pa3pabOTKe HOBBIX METOIOB JIEUEeHN,
TIOBBIIIEHNN Ka4€CTBA JKM3HM ITAIVIEHTOB 1 YBEIMYEHNN CPOKA IPOAO/DKUTEIbHOCTI
JKM3HIU.

KnonanbHas onyxonb. KnoHanbHas OITyXoab HAYMHAETCs C BOSHUKHOBEHNA
OJIHOTO MM HeCKONMbKMX n3MeHeHnit B JIHK omgHOI equHCTBEHHO CTBOTOBOIA
KJIETKV B KOCTHOM MO3TE.

KoHcTuTyumoHanbHble CMMNTOMBI. IT0BbIIIeHHAsT yTOM/IIEMOCTD (YIIafjOK CIUT),
HOTepsI Beca, HOYHasI IIOT/IMBOCTD, CyOdeOpuIbHast IMXOpasiKa.

KocTHbiin Mmo3r. [y6uaras TKaHb, 3alI0/IHAONIAS BHYTPEHHYE IIOJIOCTY KPYIIHBIX
KOCTeIA, T/ie TIPOMCXOAUT 06pa3oBaHIe KIeTOK KPOBIL.

KpacHble KpoBsaiHble Tenbua. CM. DpUTPOLNT.

KpoBoTteueHune/kposounsnuaHue. [loteps KpoBu 13 TOBPEXKIEHHBIX
KPOBEHOCHBIX COCYZIOB. 3HAYMMO€E KPOBOTeUeHe OOBIYHO IPUBORUT K OOMIBIION
HoTepe KpOBU 3a KOPOTKOE BpeMs.

KpoBsaHasa nnactnHka. Cm. Tpomborur.
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JlaktratgerugporeHasa (JIAI, aHrnuiickaa a66peBuatypa — LDH). Opun u3
(bepMeHTOB, KOTOPBII COIEPKNUTCA B KPOBM M APYIMUX TKAHAX OPraHU3MA.
Y4acTByeT B IIpoliecce BLIPaOOTKIM 9HEPIUM B KIeTKax. [IOBbIIIEHHOE KOMNYeCTBO
JIAKTAaTAETUAPOre€Ha3bl B KPOBYM MOXKET yKa3bIBaTb Ha IIOBPEXICHIIE TKaHeﬁI, a TaK>Ke
MOXET 6bIT b CMMIITOMOM HEKOTOPDBIX TUIIOB 3/I0Ka9€CTBEHHDBIX ITPOLIECCOB U ;[pyrl/{x
3a607IeBaHMIL.

JlerouHas am6onuA. CoctosiHie, Ipy KOTOPOM OfHA VTN HECKOIBKO apTepuil
B JIETKVIX 3aKYIIOPUBAETCA TPOMOOM.

JNleikounT. Tum KIeTOK KPOBY, 00pas3yIomuii 4acTb MMMYHHOI CICTEMBI
OpraHmsMa, KoTopas 6opercs ¢ Bo3bymurenamm nH}peKumit. Bpijensior IsaTh TUIOB
JIEIKOLUTOB: HENTPOQMIIBL, 903MHOPUIIBI, 6230MIIbI, MOHOLUTEI ¥ TMMQOLUTHL.
PaHblIe 7TeKOLMTDHI Ha3bIBaIM «OeIbIMU KPOBSHBIMI TENbLIAMIL».

JlenkounTo3s. IToBbileHNE OOIIErO KOTMYECTBA JIEMKOLIUTOB.

MarHuTHo-pe3oHaHcHaA Tomorpadusa (MPT, aHrnuiickaa ab6peBunatypa — MRI).
JarHocTigecKuii MeTof, B KOTOPOM MCIIONb3YIOTCA MaTHUTHOE 1071 Vi pa/iIOBO/THbI
IVIA TIOTyYeHs M300paKeHNI OpraHoB U TKaHell. OH OT/IMYaeTCs OT KOMIILIOTEPHOM
tomorpaduu (KT, anrmiickas ab6pesuarypa — CT) Tem, YTO alMeHT He OfBEpraeTcs
BO3IEVICTBUIO PEHTIeHOBCKIX JTydeil. MemuimHcKme paborHuky npumensiior MPT s
M3MepeHst pa3MepoB (Wt BbISB/IEHVsI I3MEHEHNsI Pa3MePOB) Pa3HBIX OPTAHOB, B TOM
qycrie TMMQATIYECKIX Y37I0B, eYeHM U CeTIe3eHKI, a TAKoKe OITyXO/IeBbIX 04aroB.

Masok nepudepunyeckoin KpoBu. IIpouenypa, Ipu KOTOpoit obpaser; KpoBu
UCCIIefyeTCA TI0f, MUKPOCKOIIOM JiiA TToficyeTa KJIeTOK KPOBY PAa3HbIX TUIIOB, a TAKXKe
IS OLIeHKY OTK/IOHEHMII BHEITHEro BUIa KIEeTOK.

Muenogucnnactuueckuin cuigpom (MAC, aHrnuinckas a66pesmarypa — MDS).
PaSHOBI/I]IHOCTb OHyXOHeBOI‘O 3a60}IeBaHI/IH KpOBI/I, HpI/I KOTOpOM B KOCTHOM MO3re
HE Bpra6aTbIBaeTCFI JOCTATOYHOE KO/INMYECTBO S,ILOPOBI)IX KJIETOK KpOBI/I. CHI/I)KCHI/IC
KO/IMn4ecrBa S,I_IOpOBbIX KJIETOK KpOBI/I MOJXET BbI3bIBATb aHEMMUIO, I/[H(l)eKIH/II/I N
KpOBOTe‘IeHI/IH.

MuenonponudepartmeHbie 3a6onesanuns (M3, aHrnuiickaa ab6pesmnartypa
— MPN). 3a6oneBanns KpoBu, TPy KOTOPBIX B KOCTHOM MO3re 00pasyeTcs
C/IMIIIKOM MHOTO KJIETOK KPOBM OIpefie/ieHHOro Tuiia. Kak nmpasno, coctosiHme
6onpHbIX MII3 cO BpeMeHeM yXyziaeTcs, 10 Mepe HaKOIUIEHNS [TaTO/IOTMYeCKIX
K/IETOYHBIX 57IEMEHTOB KPOBY B KOCTHOM MO3T€ U KPOBSIHOM pYCIIe.

Mwnenodpnbpos. Cepresroe 3adoneBanue, Ipyu KOTOPOM B KOCTHOM MO3Te
HAKaIIMBAIOTCS TATO/IOTMIECKY MI3MEHEeHHBIe K/IETKV KPOBY 1 pa3pacTaercst
coenyHMTeNbHASI TKaHb (Hudpo3).

MoneKkynapHaa AnarHoCTNKa. AHann3, KOTOPbIJ IPOBOAUTCA /IS BbIABICHNA
myTanuii B reHax. Cexsennposanne [JHK — ofyH 13 MeTOZOB MONEKY/IAPHOII
IVMATHOCTMKM, TO3BOJIAIONIVII BbIABUTD Ha/MN4Me KOHKPETHBIX MyTaIUil B KJIeTKaX.

MoueBas kKucnorta. [To604HbI1 NPOAYKT XUBHENEATETbHOCTI Oprann3Ma. MoueBas
KINCI0Ta BbICBO60)KI[a€TC5I B KPOBb IIPpY pa3pyIIE€HNN KJIE€TOK U PYIUX Cy6CTaHL[]/H7[.
Bonbiras vacTh MOYEBOI KMCIOTHI PpacTBOpPAETCA B KPOBI M BBIBOJAUTCA ITIOYKAMU

¢ moyoii. [laTomornyeckoe HaKOTIEHIE MOYEBOI KMUCIIOTHI B OpraHn3Me MOXKET
BbI3BaTb Sa6OH€BaHI/I€, KOTOpO€ Ha3bIBa€TCA Imogarpa.
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MyTauma. Vsmenenne nocneposarenbrocty JHK B kiietke. MyTarjus MoxxeT ObITh
BbI3BaHa oubkoit npu konuposanuu [JHK Bo Bpemst feennst KneTky, a Takxe
BO3HMKHYTb B Pe3y/IbTaTe BO3[elICTBIA BelllecTs, noppexxgarommx JJHK, koTopbie
COJIep>KaTCsl B OKpY>Kalollell cpefe.

Heiitponennsa. CocrosHne, Ipy KOTOPOM CHIDKEHO KOJIMYECTBO HeMTPOPUIOB
(pasHOBMIHOCTY JIEJIKOLIUTOB) B IlepydepudecKoii KpOBIL.

Helitpodunbl. OcHoBHbIE TpeficTaBuUTe GArOINUTOB (KIETOK, KOTOPbIE
HOI/IONIAI0T MUKPOOPTaH3MbI) B KpoBiL. HeltTpounisl UrparoT OHY U3 IIaBHBIX
porteit B 60pbbe ¢ MHDeKIMAMI.

O6wuin aHanus Kpoeu (OAK, aHrnuickasa a66pesuarypa — CBC). [Tpu
[IPOBEJIEHNU STOTO TAO0PATOPHOTO aHA/IN3A OIPENETISIeTCsI KOIMYEeCTBO
3PUTPOLIUTOB, JIEHIKOLMTOB ¥ TPOMOOLIUTOB B 0Opasie kposu. Kpome Toro, B sT0M
aHa/M3e OIpeNie/sieTCsI KOMYeCTBO TeMOIIO0MHa (BellecTBa, COfePKallerocs

B KPOBM I [IEPEHOCSILETO KUCTIOPOJ) U FeMaTOKPUT (IIPOLIEHTHOE COfiepKaHMe
SPUTPOLIUTOB B LIe/IbHOI KPOBM).

OHKonor. Bpay, crierjianusupyomuiics Ha AUarHoCTHKe ¥ JIeIeHNUN
OHKOJIOTMYeCKIX 3a060/1eBaHmII (3/10KaueCTBEHHBIX HOBOOOPa30BaHMIL).

OcTpbiit MuenongHbin neikos (OMJ1, aHrnuiickas a66peBuatypa — AML).
BbICTpor[porpeccmpy}omee 3/IOKAQYE€CTBEHHOEC 3a60}I€BaHI/Ie KpOBI, XapaKTEpU3Yyromeecs
06pa3OBaHI/IeM I/I36I)ITO‘{HOI‘0 KOJIMYeCcTBa MUeI06/I1acToB (HeSpeTIbIX MUENTONIHDBIX
KJIETOK).

MaTorucronor. Bpay, mporuenmmii crenyanbHOe 00ydeHre AUarHOCTUKe O0IesHel
ITyTeM MCCeOBaHMA TKaHel IOl MUKPOCKOIIOM.

MNepudepnyeckan KpoBb. Kposb, LUpPKyIMpYOLIas 10 OPraHU3MY [0 apPTEpPIAM,
KaluIApaM U BeHaM.

Moparpa. 3aboneBaHie, BbI3BAHHOE ITOBLIIIEHHBIM YPOBHEM MOY€BOJ KUC/IOTHI
B KPOBM, CyCTaBax 1 TKaH:AX. HakoIieHre MO4eBOJ1 KIC/IOTbI BbI3bIBA€T BOCIIAIEHE
Y apTPUTBL

MopTtanbHaA runepreHsuna. Bricokoe KpOBAHOE IaBjIeHNe B IOPTAIbHOI (BOPOTHOI!)
BeHe, [0 KOTOPOI1 KPOBb 13 SKeMyIKa, TOHKOI ¥ TOTICTOM KMIIKM, CelIe3eHKI,
HO/KeTyTOYHOI YKe/le3bl 1 KeTYHOTO My3bIps NoMajjaeT B IedeHb. [lopranpHas
TUIIEPTEH3Vs MO>KET OBITh BbI3BaHA YCH/IEHNEM TOKA KPOBI 13 YBEIMYEHHOI
cerme3eHKN /100 0bpasoBaHueM TpoMOa B IIPOCBETE IIOPTAIbHOI BEHbL.

Mpuno6pereHHas mytauma. Cm. Comaryideckast MyTalys.

MporHos. Bo3MoXHbII MICXOJ, WK OXIaeMOoe TeueH1e 00/Ie3HI; BEPOSITHOCTh
BBI3JIOPOBJICHIA WM PeLIViBa OO/NEe3HIL.

PasBepHyTbIl1 6uoxnmnyeckmnii aHanus Kposu. CoBOKYITHOCTb Pa3HbIX
AHA/IM30B KPOBM, B KOTOPBIX M3MEPSIIOTCS YPOBHY ONIPeIeIeHHBIX BEIIECTB, KOTOPBIE
BBIIE/IIIOTCS B KPOBB Pa3HBIMI OpraHaMy U TKaHAMu. K 9TuM BelecTBaM OTHOCATCSI
97IEKTPO/INTHI (TaKye KaK HaTPUIA, Ka/Inil ¥ XJIOPUJIBI), XXMPBI, O€IKY, TII0K03a (caxap
KpOBHU) U (hepMEHTHIL.
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PedpakrepHOCTb. TepmiiH, 03HaYaONINIL, YTO OOIE3HD HE OTBEYAET Ha
[IPOBOJVIMOE JIEYEHIE.

CeneseHka. OpraH, pacIono)XeHHbII1 B IEBOM TOApedepbe, HEIIOCPENCTBEHHO IOf,
JeBbIM KynonoM gyadparmbl. CenedeHka QUIbTPyeT KPOBb, XpaHUT 3aI1ac KJIETOK
KPOBU U pa3pylIaeT CTapble KIeTKM KPOBIL

Comartunyeckan MyTalua. MyTaL[I/IH, KOTOpas BOSHMKAET Yy ITALIVIEHTA

B OHpeI[e)IeHHbIﬁ MOMEHT Ha NPOTAXKEHNN €T'0 XXM3HN U IIPUCYTCTBYET TOIBKO

B OIIPENETIEHHDBIX K/IETKAX OpraHu3Ma. Takwne MyTanun HE HaCIeAYIOTCA OT
pO}II/ITeHeI}‘I. Onu MOTYT 6bITh BHI3BAHBI KaK q)aKTOpaMI/I 0pr>1<a}ome]7[ Cpenbl, TaK
n OHI]/[6I(OI7[, BO3HUKIIIEN BO BpeM:A O€/IEHNS K/IIETOK.

CnneHomeranua. YsennyeHHas CeNe3eHKa.
CnneHakTOMMA. XUpyprirdeckoe BMEIIaTeIbCTBO 110 YaTeHNIO CelIe3eHKN.

CrBonoBasn Knetka. [IpumutuBHas (He3penas) KjeTka, KOTOpas JaeT Hadajlo
APYTUM THUIIAM K/IeTOK. B KOCTHOM Mo3re KpoBeTBOpPHbIE CTBOTIOBbIE K/IETKMI
CO3pPEBAIOT, IPEBPAILAACh B 9PUTPOLIUTBL, JIEHKOLUTEL 1 TPOMOOIMTHL. CTBOIOBBIE
K/IETKY OOHAPY>XKMBAIOTCS IIPEUMYIIIECTBEHHO B KOCTHOM MO3T€, OFHAKO HEKOTOPBIE
U3 HUX BBIXOJIAT U3 KOCTHOTO MO3Ia 1 TIOMAZIAl0T B KPOBOTOK. CTBOTIOBBIE K/IETKU
MO>KHO 3a0MpaTh, XPaHUTb 1 MCIIO/Ib30BATD AJIsI TEPAIINI CTBOTIOBBIMI KIeTKAMIA.

TpaH3uTopHas nwemnuyeckas ataka (TUA, anrnuiickas ab6pesuarypa — TIA).
BpeMeHHOG nperaLueHI/Ie IIPUTOKA KPOBM K MOSI‘Y. Cumnrombl TVA nmoxoxu Ha
CUMIITOMbI I/IHCY}II)Ta, OJJHAaKO 6I)ICTp0 HpOXOI[FIT.

TpaHcnnaHTaunA CTBONOBBIX K/IETOK € PEXKNMOM MOArOTOBKMN CHUKEHHON
MHTeHCcMBHOCTU. [Iponenypa annorennol TpancianTanyn. [Ipu nposenennm
TPAHCIUVIAHTALVV CTBOJIOBBIX KJIETOK C PEXKMMOM ITOITOTOBKM CHVYDKEHHON
MHTEHCUBHOCTY (KOTOpasi TakoKe Ha3bIBACTCS HeMIeI0ab/IaTBHOI TPaHCIUIAHTALIVel
CTBOJIOBBIX KJICTOK), ITALIVIEHTBI IIOTY4YaIoT 60jIee HU3KIE JO3bI XMMIOTEPAIeBTIIECKIX
IperapaToB /i 0OTydeHNs BO BpeMs HOATOTOBKM K IIPOLIEAype [0 CPaBHEHNIO

C T03aMI, Ha3HAYaeMbIMIU IIEpe], CTAHAAPTHONM TPAHCIUIAHTALMEN. ITOT IIPOTOKO/
MO>KeT OBITH Ge30IIacHee /1Al IAIVMIEHTOB TI0 CPABHEHNIO CO CTAHIAPTHOI IIPOLIey PO
QJUIOTeHHOJT TPAaHCIVIAHTALIVI CTBO/IOBBIX KJIETOK, OCOOCHHO Y IOXI/IBIX IIALVIEHTOB.

TpaHcdysusa. [Ipouenypa, mpu KOTOPOII Iie/IbHAS KPOBD MU OT/ie/IbHbBIE 9/IeMEHTBI
KpOBM BBOJATCSI B KDOBOTOK ITallMl€HTa.

Tpom6. KpoBsiHOII CIyCTOK, KOTOPBLiT 00pasyeTcsi B COCY/e WM B IIOMOCTI CEpALia

1 OCTaeTCs IPUKPEIIEHHBIM K CTEHKe, Ije oH copmuposacs. Tpom6 ¢popmupyercs,
KOTZIa TPOMOOLIMTEI U APYTHe KIETKI CMIAIOTCS APYT C APYToM. Tpom6 MoxkeT
3aKyTIOpMBaTh KPOBEHOCHDII COCYH, MpeKpalljast My YMeHbIlIast IPUTOK KPOBU

K TKaHsM 1 CHab)KeHe VX KICTopomoM. ITpu aMO0/iy TpoMb OTpbIBAETCSI OT MecTa
CBOEro 06pasoBaHys 1 IIepPeMeLAeTCsT B APYIOil YIaCTOK OpraHm3Ma.

Tpom603 rny6okux BeH (TI'B, aHrnuickaa a66pesuatypa — DVT). O6pasoBanne
TpOM6a (KPOBHHOI‘O crycn(a) B I‘)'Iy6OKOIZ BeHe HIDKHEV KOHEYHOCTM VM Ta3a.

Tpom603. O6pasoBaHue WM Hamdye TpoM6Oa (KpPOBSIHOTO CIYCTKa) B IIPOCBETe
cocypa.
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Tpom6oumnT. DopMeHHBIIT 97IeMEHT KPOBY — Ma/leHbKast OecriBeTHas IIACTIHKA,
KOTOpasi IIOMOTaeT OCTAHOBUTD KPOBOTedeHNe. TPOMOOLIMTHI COTep)KaTCst B KPOBH
u B cenieseHKe. OHM IOMOTAIOT B 06pa3oBaHuy TPOMOOB (KPOBSIHBIX CIYCTKOB) JJLA
OCTAHOBKM KpOBOTe4YeHNs. PaHbllle VX Ha3bIBa/IM «KPOBSHBIMMY I/IACTUHKAMM».

Tpomb6ouutadepes. [Iporienypa, Bo BpeMst KOTOPOI1 y marjueHTa 3abyupaoT
KPOBbB I IPOIIYCKAIOT Yepes allapar il OTAe/e s TpoMOoLuToB. OcTambHble
KOMITOHEHTBI KPOBY BO3BPAILAIOTCs B KPOBOTOK MAIlMEHTA.

Tpomb6ountemma. CoctosiHie, Ipy KOTOPOM B IepudepuiecKoil KpoBI
COEPIKUTCSA C/IMIIKOM MHOTO TPOMOOLINTOB.

Tpom6ountonenuna. CocTosiHMe, TP KOTOPOM B IleprepiiecKoil KpoBI
COZIEPYKUTCA CTIMIIKOM Masio TPOMOOINTOB.

YnbrpassyKosoe uccnegosanue (Y3W). [luarnoctideckas mpouenypa, mpu
KOTOpOﬁI MCIOIb3YIOTCA BBICOKOSHEPTETNIECKNIE 3BYKOBbIE BO/THBI [I/IA O6CHC,T.[OB&H]/IH
BHYTPEHHIX TKaHell 1 OpraHoOB. 3BYKOBbIE BOJIHbI OTPAyKaIOTCs OT OPTaHOB U TKaHEL.
OtpaskeHHbIe BOJTHBI BOCIIPUHIMAIOTCS JATIMKOM 11 00pabaThIBAIOTCS AIIapaToM,
KOTOPBIiT BBIBOAUT M300paskeHNe TKaHel! 1 OPraHOB Ha 9KPaH.

®akTop pucka. Jlro60e 06CTOATENBCTBO, MOBBILIAIOIEE BEPOATHOCTD
BO3HVIKHOBeHsI 6071e3HN y manyeHTa. GakTophl prcKa MOTYT ObITh T€HETUYECKIIMI
(BpOXKZIEHHBIMI), CBA3aHHBIMM € 0OPa3oM XXM3HM, MO0 CBA3aHHBIMM € GaKTOpaMu
OKpY>Kalollleil Cpefibl.

(daKTopbl prcKa cepfie4HO-COCYyANCTbIX 3aboneBaHmit. GaxkTopsr,
HOBBILIAIOLIYE PUCK BOSHIKHOBEH MIIIEMIYeCcKoil 00IesHN cepylia 1 MHpapKTa
muokappa. K pakropam prucka OTHOCATCS ceMeliHast UCTOPYS CepAeIHO-COCYAUCTDIX
3a0071eBaHMIL, BO3PACT, KypeHyie, IIOBBIIIEHHOE apTepyaIbHOE JAB/ICHIE, BBICOKMI
YPOBEHD XOJIeCTepyHA, MA/IOIOABIDKHBII 00pas XKIM3HY M CaXxapHBbil AuaderT.

®ne6oTomus. IIpomuenypa NyHKIMM BeHbI UITION /IS YAaMeHNs M30bITKA
SPUTPOLIUTOB U3 KPOBH.

Xumunortepanus. Jleuenne, KOTOpOe OCTAaHABIUBAET IIPOrPECCUPOBAHIE
3/I0Ka4ueCcTBEHHOT0 3a00j1eBaHus, /MO0 yOuBas OIryxoneBble KIeTKI, 110
[IPENOTBPAIIast VX JI€IEHIE.

Xpomocoma. HuteBumHas CTPyKTypa KIeTKH, B KOTOPOIT COfepyKaTcs TeHbl
B JIMHEHOM TOpsA/iKe. B K/leTKax 4enoBeka 23 mapbl XpOMOCOM: 22 Iaphbl ayTOCOM
(c 1-i1 mo 22-10) n 23-4 nmapa 1nonoBbIx xpoMocoM (XX y xeHuH 1 XY y My>K4uH).

XpoHunueckuih muenongHbiii neiikos (XMJ1, aHrnuiickasa ab6pesuatypa — CML).
MeyyieHHO IIporpeccupyloliee 310KadeCTBeHHOe 3a00/IeBaHye KPOBI, IIPY KOTOPOM

B KPOBU 1 KOCTHOM MO3Te 0OHApYKIMBAeTCs C/IMIIKOM MHOTO MIETIO0/IacTOB.
Muenobmactsl — He3peyibie HOPMBI JIENKOLMTOB MIETIOUHOTO psifia. TeueHne
XPOHMYECKOTO MMETIOMTHOTO JIENIKO3a MOYKET YXYIAThCA CO BpEMEHeM, 10 Mepe
YBeIMYEHNsI KONMYeCTBa MUETOOIACTOB B KPOBMU ¥ KOCTHOM Mosre. boree moppo6Has
nHGOpMaLA COfepXXUTCs B becryratHolt myomkanyu LLS ox Hassanuem Chronic
Myeloid Leukemia (focTyIHa Ha aHITIMIICKOM, (PPAHIIY3CKOM U MCIIAHCKOM SI3BIKAX).

XpoHunyeckuii HelTpodunbHbIi nerkos (XHJ1, aHrnuiickas
a66pesuarypa — CNL). 3abonesanue, Ipu KOTOPOM B IieprepUIecKoil KpOBI
06HAPY)XMBAETCsI CIMIIIKOM MHOTO HENTPOGIIOB (OHOTO 13 TUIIOB JIEMKOLIMTOB).
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/136bITOK HETPO(UIOB MOXKET IIPUBOJUTD K YBETIMUEHNIO TTeYeHN U CeTIe3eHKIL
XpoHMIecKuit HeTPOUIBHBII TEIKO3 MOYKET He IIPOTPeCcCUPOBATh B TeUeHME MHOTTIX
JIeT, @ MOXKeT OBICTPO IIepeiiTH B OCTPBII JIetiko3. []1 nomydenus 6osee HOgpoOHOI
uHGOPMALM 03HAKOMBTECh C OeCIUIaTHBIM MH(pOpMaLMOHHbBIM OtorieteHeM LLS mox
HasBaHueM Chronic Neutrophilic Leukemia Facts (Ha aHITIMIICKOM SI3BIKe).

XpoHuuecknii 303nHOoGUNbHbIN neiikos (X3J1, aHrnuiickas ab6peBuarypa — CEL).
3aborneBanne, Ipy KOTOPOM B KOCTHOM MO3Te, Iepydepndeckoit KpoBy U FPYTUX
TKaHAX 06Hapy>1<MBaeTc51 CJIMIIKOM MHOTI'O 303]/IHOCI)I/I}'IOB (OJIHOI‘O 3 TUIIOB
JIEVIKOLIUTOB). XPOHNYIECKIIT 903MHO(DUIbHBIN JIETIKO3 MOXKET IPOTPecCpOBaTh KakK
MENJIECHHO, B TCYCHNE MHOT'UX JIET, TaK U 6I>ICTPO, C IIEPEXOIOM B OCprIf/l JIEMKO3.

XpoHnueckoe 3abonesaHue. 3a6oneBanne, KOTOPOe COXPAHACTCA UIIN
IIporpeccupyeT B TeUeHNe IINTEITbHOTO epuofia BpeMeH.

LinToknH. T 6e/1koB, perympyomyx GpyHKINIO UMMYHHON cucteMbl. HekoTopbie
LUTOKVHBI CTUMY/IMPYIOT MMMYHHYIO CUCTEMY, @ HEKOTOPBIE — IOJAB/IAIOT €€
aAKTUBHOCTb.

LinTopepyKTnBHOe neyeHue. Jledenre, yMeHbLIAOIEe KOTMIECTBO KIETOK
B opranmame. [1pu MII3 (anrmmiickas ab6pesnarypa — MPN) niuropenykTuBHas
Tepanus Ha3HAYaeTCs /15 YMEHbIIEHVsI KOTIMIeCTBa KIIeTOK KPOBIL.

YacTtoTa BO3HMKHOBEHUNA. KonmnyecTBO HOBBIX Cl1yvJaeB 60H63HI/I,
AMarHOCTUPYEMbBIX €KETOJHO.

Yenoseueckuin neiikoLTapHbIil aHTUreH (aHMuickasa abopesuatypa — HLA).
3o 66)’[KI/I Ha HOBerHOCTI/I KJIE€TKI, IIOMOTaloIe Oprann3mMy OT/In4aTb
CO6CTB€HHI)I€ KJI€TKI OT IYKUX. HLA-GGJ'[KI/I OHPC}IGTIHIOT I/IH}II/IBI/IIIya)IbHOCTb
opral-msMa KaK OT]:[CTIbHOﬁ TKaHEBOW CUCTEMBI. HLA-TI/IHI/IPOBaHI/Ie O6H3aTe}IbHO
HpOBOI[I/ITCF[ nepen HpOBe)ICHI/IeM TpaHCl’[}IaHTaIH/H/I AOHOPCKIX CTBOJIOBbBIX K/I€TOK
1A HpOBepKI/I COBMECTUMOCTY TKaHel )10H0pa U IIaneHTa 1o HLA-anTturesnam.

dKcTpameaynnApHbIn remonoss. O6pasoBanue 1 CO3peBaHNe KIETOK KPOBM 32
IpezieraMy KOCTHOTO MO3Ta.

Im6onusa. Cum. JlerouHas sM6o/us.

03nHo¢uN. OnuH 13 TUIIOB EHKOLUTOB. 03MHOMIU/IBI YIaCTBYIOT B PasBUTUI
Q/UIePrIYeCcKUX PeaKIyil M IOMOTAI0T 6OPOTHCS C ONpee/IeHHBIMI TAPasUTaPHBIMU
MHEKIVISIMI.

SpuTtponoaTuH (MO, aHrnuiickaa ab6peBuatypa — EPO). [opmoH, HeoOXoaMMBbIiT
IUL1 HOPMAJIbHOIT BBIPAOOTKI SPUTPOLIUTOB. ITOT TOPMOH IIPOUSBOAUTCS B OCHOBHOM
HIOYKaMI 11 BBICBOOOXKJAeTCSI B KPOBD IIPY CHVDKEHIY YPOBHS KUCTIOPOZA B KPOBU
HIpKe HopMbl. CrHTeTHdecKye npemnapatbl 11O oTHOCATCA K 3pUTPOIIOI3-
crumyupytonmym arentaM (9CA, aHrmiickas ab6peBuarypa — ESA).

SpuTtpount. Tun GpopMeHHBIX 9/IeMEHTOB KPOBH, COIEPKAIINX FeMOITIOONH,
KOTOPBIiI CBA3bIBAETCA C KMCIOPOJOM Y IIEPEHOCUT €0 B TKAHW. Y 3/JOPOBBIX JIFOfIEl
SPUTPOLIVTBI COCTABIISAIOT 0K0/I0 40-45% Bcero o6bema neprepndeckoit KpoBu.
Panbliie spuTponNTHI Ha3bIBa/IUCh «KPACHBIMU KPOBAHBIMU Te/IbLIAMI».

cceHyManbHaa TpomboLmTeMusa. Penxoe 3aboneBate, Ipyt KOTOPOM B KOCTHOM
MO3Te BbIPa0aThIBAETCsI CIUIIIKOM MHOTO TPOMOOLITOB.
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HOHOHHVITQJ'I bHaA U Hd)OpMaLIVIﬂ
BecnnartHble ny6nukayun LLS:
Acute Myeloid Leukemia
Blood and Marrow Stem Cell Transplantation
Choosing a Blood Cancer Specialist or Treatment Center
Chronic Myeloid Leukemia
Chronic Neutrophilic Leukemia Facts
Myelodysplastic Syndromes
Understanding Clinical Trials for Blood Cancers
Understanding Lab and Imaging Tests
Understanding Side Effects of Drug Therapy

STy My6/MMKaLM JOCTYITHBI TOBKO Ha aHIIMIICKOM M MICTIAHCKOM SI3bIKaxX
(mybnukauus Chronic Neutrophilic Leukemia Facts Taioke JOCTyIIHa Ha

o <, : »
dpaniysckom ssbike). [Toceture paspgen caiira LLS “Suggested Reading” o
agpecy www.LLS.org/suggestedreading, 4To6bI 03HAKOMUTBCS C IIepeIHEM APYIUX
IOJIe3HBIX ITyO/IMKALWIA 10 IIPOKOMY CIIEKTPY TeM, IMEIOIINX OTHOLICHNe
K 3/I0KaueCTBEHHBIM OOJIe3HAM KPOBIL.
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