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BUHAA9D ANIII90

Tepmun  «XpOHUYECKHE  MUEIO-
nponuQepaTuBHbIE HEOIUIA3UN»
(XMITH) oObeauHsSIET HECKOIBKO
3a001eBaHNi KPOBETBOPHOH TKaHHU,
UMCIOIMX CXOIHBbIE KIMHUYECKUE H
naboparopHble Mpu3Haku. B ocHoBe
Ha3BaHMsS JIEKAT TPEUECKHE CIIOBa:
“myelos” — KOCTHBI MO3T, “TIpOJHU-
(depanust” — OBICTPBIA POCT WK OBI-
CTPO BOCHIPOU3BOASIIUN, “HEOIIA-
3usi” — HOBooOpa3oBanue. T.e. 3a00-
JieBaHUE C OBICTPO PAa3BUBAIOLIMMCS
KOCTHBIM MO3TOM.

KocTtHEBIN MO3T — 3TO OJ1Ha U3 TKaHEH
opranusma uenoBeka. KocTHbIi Mo3r
JIOKAJIM30BaH B KOCTSIX (OTCIOAA U €T0
Ha3BaHUE) U BhIpaOaThIBACT KIICTKH,
KOTOpbIE LUPKYJIUPYIOT B mepude-
pudeckoil kpoBu. [laHHBIN mpouecc
HOCUT Ha3BaHHE «rEMOII033» HIIH
«kpoBeTBopeHue». KpoeTBopeHue
OCyILleCTBIsIeTCsl  Onaronapsi Hallu-
YHIO 0COOBIX, KPOBETBOPHBIX (CTBO-
JIOBBIX), KJIETOK, KOTOpBIE 00J1a1a10T
CHOCOOHOCTBIO K CaMOOOHOBIICHHIO
U CO3PEBaHMI0O B KICTKH KPOBH.
[Iponecc co3peBanusi NPOUCXOANUT B
HECKOJIBKO 3TaroB, B XOAE KOTOPBIX
KPOBETBOPHBIC (CTBOJIOBBIE) KICTKH
MOCTOSIHHO ~ BUAOM3MEHsIOTcA. Ha
OTIPEICTICHHOM 3Tarle pa3BUTHS MPO-
UCXOIUT TpaHchopmanus B KICTKH,
KOTOpPbIE HETOCPEICTBEHHO BhIpada-
TBIBAIOT KJIETKH KPOBH: HIIH 3PUTPO-
LOUTHI (KpacHbIe KPOBSHBIE KIIETKH),
WIN JIEHKOUUTHl (Oerble KPOBSIHBIC
KJIICTKH ) WJIA TPOMOOIINTHI (IIJIACTHH-
K1). B HOpMe KOCTHBII MO3ra mpoay-

LUPYET KIETKH KPOBU B KOJIMYECTBE
JOCTAaTOYHOM JUTSL BBITIONHEHHS HX
GYHKIHIA.

ITpu XMIIH kneTku KOCTHOTO MO3-
ra, KOTOpble NPOAYLHUPYIOT OTIEIb-
HBIC BUJbI KJIETOK KPOBH, MOJTY4alOT
nponudepaTuBHBIA TTPUOPHUTET, T.C.
3aHUMAIOT OOJIBIIUH, YeM B HOpME
00beM B MecTax JIOKaJIM3alul KOCT-
HOTO MO3ra ¥ MPOU3BOIAT CBOE TO-
TOMCTBO B M30BITOYHOM KOJIMYECTBE.
3TO MPUBOAUT K HAPYLICHUIO OasiaH-
ca B KOJIMYECTBE OTJEIBHBIX KIETOK
KPOBU B BHUJIC MOBBIIICHHOTO W/HITA
CHIDKCHHOTO X YHCII.

Opnnum u3 BapuantoB XMIIH sBms-
€TCS XPOHUYECKUH MMEIIOJIECHKO3.
OTAMYUTENBHBIM TIPU3HAKOM  XPO-
HUYECKOTO MHEJIOJNEHKO3a SIBIISETCS
XPOMOCOMHasI aHOMaJIHsI, H3BECTHAs
oy HazBanueMm Ouanenbuiickas
xpomocoma (Ph-xpomocoma). Ilpu
apyrux Bapuantax XMIIH nannas
MOJIOMKa He OOHapy’>KHBaeTcs, Mod-
TOMY OHM MOJYYHJIN 0ObEANHAIONIEE
HazBanue «Ph-nerarusasie XMITH».
Knaccuueckumu Bapuantamu  Ph-
HETraTUBHBIX XMITH (mamee
“XMIIH”) sBnsA0TCS UCTHHHAS TO-
JTUIHATEMHS, DCCEHIHMAJIbHAS TPOM-
OonyTeMus 1 IEpBUYHBIA MHETODH-
0po3.

VY GonbmmHCTBa OOJMBHBIX HET POJI-
ctBeHHUKOB ¢ XMIIH. Yame 3a-
OoyileBaHME BBISBISACTCS CPEI JIHIL
crapiie 50 JIeT U PeAKo y MOJOIBIX
moaeit. OqHa U3 MpUYUH BOSHUKHO-
Berust XMITH — nospexjeHus win
MyTali TE€HOB, NpUoOpeTacMblie B
TeUeHHe >KU3HU. [IpUunMHBl BO3HUK-



HOBCHHUS MYTallUi HEM3BECTHBI.

VY 6onpabix XMITH Haunbonee wacto
OOHApy)KMBaeTCsl MyTaluss B TEHE
Janus kinase 2 (JAK?2), nuzBectHa xax
myTarust JAK2 V617F. Myranus
JAK2 V617F oGHapykuBaeTcst npu-
omusutenbHo y 50% OGonmbHBIX [IMO
u OT u Oonee ueM y 95% OOJIBHBIX
UII. ITostomy nouck myraruu JAK2
V617F sBusiercst o0si3aTeIbHBIM yC-
JOBUEM  00cCJeNoBaHHUS  OOJBHBIX
Ph-neraruBabiMu XMITH. HesaBu-
CUMO OT HAQJIU4YUS WIU OTCYTCTBHU
myTtanuu JAK2 V617F y GonbHBIX
Ph-neraruBabiMu XMITH moryT 00-
HApPY>KUBAThCS U JIPYTHE MyTaIlUU B
red JAK2 win myrtanum B JIpyrux
reHax.

Oo0caenoBanue

Huarnoctuka XMIIH Bo3MoxHa
TOJIBKO TIO pe3ysbTaraM KOMILIEKC-
Horo oOcnenoBanusi. [lomumo Tina-
TEJIBLHOTO0 OCMOTpa OO0IBHOTO ¢ 00sI-
3aTeJIbHOM OLEHKOW PAa3sMEPOB JIMM-
(arnveckux y3JoB, IEYCHU U celle-
3€HKH IPOBOJIUTCS J1abopaTopHOE
UCCIIEZIOBAaHHE KPOBH U KOCTHOTO
MO3Ta C IEJbI0 BEISIBJICHUS U3MEHE-
HUH, THOIUYHBIX 118 XMITH.
Knunnyeckuii ananu3 kposu. lc-
MOJIB3YIOT KaWJUIIPHYIO KPOBB, TO-
JY4YEHHYIO ITyTeM IIpOoKoja TaJbla
pyku crennansHoi umoi. IToxcuer
KOJTMYECTBA JIEHKOIIMUTOB, SPUTPOLIU-
TOB, TPOMOOLIUTOB M OLICHKA HX pa3-
MEpOB, a TAKXkKe ONpesieTIeHHe Cofep-
JKaHMsI TeMOTJIO0MHA U YPOBHSI reMa-
TOKPHUTA OCYIIECTBIISIOT C IIOMOIIbIO
reMaToJIOrMYeCKUX  aHaJIUu3aTOPOB.
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B remaronmornueckux craupoHapax
MOJICUET KOJIMYECTBA  OTACIBHBIX
KJIETOYHBIX (OpM JeiikonuToB (Ona-
CThI, MPOMHUENIOIUTHI, MHUEJIOIUTEHI,
MaJOYKOSICPHBIC,  CErMEHTOSIEP-
Hble, 0a30(WIIbI, 303MHOPUIIBI, MO-
HOIIMTHI, JIMM(OIMTHI) ¥ OMUCAHUE
WX BHEIIHUX XaPaKTEPUCTHUK BBIMOJI-
HSIIOT Bpayu C UCIOJb30BAHUEM CBE-
TOBOT'O MHUKPOCKOIIA.,
buoxumuveckuii aHajau3 KpPOBH.
3aroraBinBaeTcs KpoBb U3 mnepude-
pUYECKON BEHBI. BBINOIHSAIOT Hece-
JIOBaHUs, TIO3BOJISIFOIINAE OIICHUTh
(YHKIMOHAIEHOE COCTOSTHHE Iieue-
HU U nouek. Kpome Toro, onpenesns-
FOT KOHIICHTPAI[MIO SPUTPOIOITHHA,
xelesa, (poMeBoi KUCIOThl U BUTA-
muHa B12.

CrepHanbHast (Sternum — rpyauHa)
nyHkius.  Merog  Mopdosoruye-
CKOTO M3y4eHHUs KOCTHOro mosra. C
MTOMOIIIBIO CIEIUATBHBIX UIJI IPOKA-
JIBIBAIOT TPYy/AMHY. B 1mmpuir Hacacel-
BaroT 5-10 MJI KOCTHOMO3TOBOH B3Be-
cu. YacTh 3aroToBJICHHOM B3BECH HUC-
MOJIL3YIOT JIJIsl TIPUTOTOBJICHUS Ma3-
KOB Ha CICIMAJIbHBIX CTEKJIaX, TIOCIIEe
YEero WX BBICYIIHMBAIOT U OKpAIlIMBa-
0T CIHEIUAIBHBIMH  KPACHUTEIISIMHU.
KonuyecTBeHHBIN COCTaB KOCTHOI'O
MO3ra M OLICHKY BHEIIHUX XapaKTe-
PUCTHK KJIETOK OCYIIECTBIISIOT TPHU
MOMOIIM  CBETOBOTO MHKPOCKOIIA.
Pesynprar uHcciienoBaHUs BBIIAIOT
B BHJE CIENUAILHOrO OlaHKa, Ha-
3bIBAEMOr0 Muesorpammoit. Ocras-
muiics 00beM KIIETOYHON B3BECH
HCIOIB3YIOT IS MOJICKYJISIPHO-TE-
HETHUYECKUX U HMMYHOJOTHUYECKUX

OBIIIUE CBEAEHUS



BUHAAGD AUII90

UCCIIEI0BAaHUM.

TpenanoOuoncusi. 3OTO JApYroM,
FHCTOHOFH‘IGCKI/Iﬁ, METOH  HU3YyUc-
HUsI KOCTHOTO Mo3ra. Pesynbrarhl
CTEPHAJIBHOM MYHKIUU MU TPENaHo-
Ouorncuu JarT pasHyr HHpopMa-
UM O COCTOSIHUM KOCTHOMO3TOBOTO
KPOBETBOPEHUSI U JIOIOJHSAIOT APYT
npyra. Ilocne mectHoro o6e30omnu-
BaHUA y4acCTKa HOI[B3I[OIHHOI>1 KOCTH
Ta3a ¢ MOMOILBIO CIIEIMAIbHOTO HH-
CTPYMCHTA, HA3bIBACMOI'0 TpPCIIaH
(trypanon — OypaB), 3aroTaBIMBaIOT
CTOJIOMK KOCTHOW TKaHH (pa3MepoB
1,5-2 cMm), B KOTOPOM JIOKAJTU30BaH
KOCTHBI MO3r (TpenaHoOuorTar),
UL TIOCIIEYIOIEr0 THCTONOTHYe-
ckoro wuccnenoBanus. I[lpu HeoO-
XOAUMOCTU OJHOBPEMCHHO MOXCT
6I)ITI) MojiydyeHa M KOCTHOMO3TroBas
B3BeCh. B oTnmume or mopdonoru-
YEeCKOTO HCCIICIOBAHUS, MOATOTOB-
Ka TpernaHoOWonTaTa Al THCTONO-
THYECKOTO HCCIeOBaHus TpedyeT
Oosbrrero BpemeHu. [lomydeHHas
uHQOpMaIMs TO3BOJISIET OICHUTH
00beM KpOBETBOPHOU TKaHU (B HOP-
M€, IOBBIIICHHAsA HJIN CHH)KCHHaH),
OIMCaTh PacIoJOKEHHE KPOBETBOP-
HBIX KJIETOK OTHOCHTENIBHO KJIETOK
KOCTHOH CTPYKTYpBI, 0XapaKTepu3o-
BaTh BHEITHUM BUJ KJIETOK KOCTHOI'O
MO3ra 1M BbIABUTHL pa3pacTaHuC COC-
JUHUTEIbHON TKaHU.
MousekyasipHO-TeHETHYeCKOe HC-
ciefoBaHue. Bxirodaer nuToreHe-
THUYECKOE UCCIIeJOBAaHNE U U3yUYCHUE
MYTalMOHHOI'O CTaryCa OTACJIbHBIX
T'€HOB. I[JIH OUTOI'€HETUYCCKOT'O HC-
CIIC/IOBAHUSI HUCIIONIB3YETCSl KOCTHO-

MO3rOBasi B3BECh, IMOJIyUYCHHAs MPHU
BBITIOJIHCHUU CTEPHAJIBHON IyHK-
UM HWIA KOCTHOMO3TOBOM B3BECH.
IIo3BOASET OLIGHUTH KOJUYECTBO H
Ka4eCTBCHHBIC HAPYIICHUS XPOMO-
COM, BHYTPHUKJICTOYHOU CTPYKTYPBI,
B KOTOPOW XPAHUTCSI HACJIEICTBEH-
Has wuHpopmarus. Jlnsg u3yueHUs
MyTallMOHHOTO CTaryca TI'E€HOB HC-
MOJIb3yeTCs Nepudepuveckasi KpoBb.
[Ipu BBINOJIHEHUH JAHHOTO METOJA
MOXKHO TOJyYUTh HMH(PpPMAIHIO O
HaJMYUU WM OTCYTCTBHHM MYTallUil
OIPEJICIICHHBIX TeHOB, B YACTHOCTH,
reHa JAK?2 u oGbeme noBpeskaeHus..
VYibTpa3ByKoBOE HCCIIEI0OBAHUE
OpromrHoW mosioctd. C MOMOIIIBIO
JTAHHOTO METOJ[a OIICHUBAIOTCS pa3-
MepbI TICYCHH U CEIIC3CHKH.

Uctunnas nomuumremus (MI1), pa-
Hee M3BECTHasl Kak dpHuTpemusi, 60-
Je3Hb Baresa M KpunToreHHas Io-
JUIUTEMUS, XapaKTepu3yeTcs: 30bI-
TOYHOM NPOAYKIMUEN SPUTPOLUTOB.
Tem campIM THUTIUYHOU Jaboparop-
HOM Haxojako# y 0onbHbIX WUIT siBiis-
eTCsl BBICOKAsl KOHIIGHTpALUs JpH-
TPOLIMTOB B KPOBH, YTO TPOSIBIISAETCS
TTOBBIIIICHHBIM YPOBHEM T'e€MaTOKpPH-
Ta U remorioomnHa. Hepenko mmeer
MECTO YBEJIHUYEHHE YHCia JIEUKOIH-
TOB M TpoMOOIUTOB. M30BITOUHOE
KOJTMYECTBO KJIETOK JIENaeT KpPOBH
BA3KOH. DTO 3aTPyAHSET €€ TMPOXOK-
JIEHHE 0 COCyJaM U CIIO0COOCTBYET
(opmupoBaHuio TpOMOOB,  Ciel-



CTBHEM YETO0 MOXET ObITh MH(APKT
MHOKapJa, HHCYIBT, TPOMOO3 Iiy-
00KMX BEeH. BeposiTHOCTh BO3HHKHO-
BEHHS OCIIO)KHEHHI BO3pPAcTaeT MpH
OTCYTCTBHHU HaJICKALICTO JICUCHHS.

InuaeMHOI0T sl

Hctunnas IMOJIUIIUTEMUSA OTHOCUTCSA
K peakuM (opdaHHBIM) 3a00JI€BaHU-
sim. EskeronHo 3a0o0iieBaeT 2 yenoBe-
ka u3 100 000 nacenenns. Cpennuit
BO3pacT OOJIbHBIX cocTaBiser 61
roz. Oxono 10% GonbHbIX — nuiia 40
JeT U Mojoxke. 3a00JeBalOT B paB-
HOHU CTEIICHU MYXXYHWHBI U )KCHIIUHBI,
XOTd HEPEAKO MPUBOAATCA JAHHBIC O
OoJiee BEICOKOH YacTOTEe MY KUHMH.

CuMITOMBI

JlebroT 3abojeBaHUs dYallle BCEro
npoTeKaeT OECCUMITOMHO M H3Me-
HCHUS B aHAJIN3€ KPOBU BBIABIIAIOTCA
ciny4aitno. KoxKHbIe TOKPOBBI HEpE-
KO TMpHOOPETAIOT CHHIOUIHO-0arpo-
BBIN 1BeT (mietopa). [lpu mporpec-
CHPOBAHUH MOSBISIOTCS KaJIOObI Ha
TOJIOBHBIC OOJIH, TOJOBOKpYXKEHHE,
paccTpoNCTBO 3PEHUS, BbIPAKEHHBIN
3yl KOXKH, KOTOPBI MOXKET OBITh
CIIPOBOMPOBAH NPHUEMOM AYylla UJIN
BAaHHBI, TIOKPACHEHHE KOXKH, 0OJH B
JKMBOTEC, TAXKCCTh WM pacCllMpaHuc
B JIEBOM moapedepbe, 3aTpyqHEeHHUe
JbIXaHHUHW B IIOJIOKECHHH JICKa, OHC-
MCHHE, IIOKaJbIBAHHC HIIN XKIKCHHUC
B KOHEYHOCTSX, OOJIM B KPYITHBIX CY-
CTaBax MOJAarpu4ecKoro xapakrepa.

OcJ10:)kHeHu s

TpoMOOTHYECKHE  OCIIOKHEHUS —
HanOoJIee YaCThIM BUJ OCJIOKHEHU.
Peske  BCTpedyaroTcsi remMopparude-

CKHE OCJIOKHEHHS pa3HOH CTereHH
BBIPQKEHHOCTH. Ba)KHO OTMETHTH,
4YyTO B TpeTu ciydasx auarHo3 HII
yCTaHaBIMBAETCSl TOCIEe TPOMOOTHU-
YECKOTO COOBITHS.

TpomboTHUECKHE OCJIOKHEHUS
MOTYT OBITh pa3HOTO XapakTepa.
BocnaneHue NOBEPXHOCTHBIX BEH
B MeCTax BHYTPHUBEHHBIX WHQY3UH
WM TIOCTAHOBKHM Karerepa. Tpom-
00361 TiyOOKMX BeH. [Ipexomsiee
HapylIeHHe MO3TOBOTO KpOBOOOpa-
menus. Mucynstr. Madapkr muokap-
na. TpomOO3bl JIETOUHBIX apTepuil.
Opurpomenairust  (OOJIE3HSHHOCTH
MIPUITYXJIOCTh  MajbleB). Bepost-
HOCTh BO3HMKHOBEHUS TpOMOOTHYE-
CKUX OCJIO)KHEHHMH YBEIUYHBACTCS
C BO3pacTOM W/WJIM B Cllyyae paHee
y’Ke HUMEBIIMX MECTO TpomMOoTH4e-
CKUX COOBITHH.

[MpodunakTuka  TPOMOOTHUECKUX
U TEeMOpPParHyecKuX OCIOKHEHUH
MpEeArnoaaraeT KOHTPOJIb Haj YpOB-
HEM IeMaTOKpHTa U HOPMaJIN3aIHIo
JpYTUX TOKa3aTeled KPOBH, BKIIIO-
Yass KOJIMYECTBO HPUTPOLMTOB U
TPOMOOIIUTOB.

[Mpubnuzurensuo y 10-15% 06oinb-
Hbix UIT pazBuBaercs Muenohuopo3
(BTOpHYHBIH, TOCTHOJUIUTEMHUYE-
CKHUI), COTPOBOXKAIOIIMICS CHIKE-
HUEM TMPOAYKIMHA SPUTPOLMTOB, a
TakXKe JICMKOLUTOB ¥ TPOMOOIIUTOB.
Bropuunbiii Muenopudpo3 — nosju-
Hee ocnokHeHHul y 6onbHBIX UTI, Be-
POSITHOCTH pa3BUTHS KOTOPOTO acco-
LUUPOBaHA C BHICOKHM COJIEPIKAHU-
€M JICHKOLIUTOB B KPOBU U CTapIIUM
Bo3pacToM. [lpubnmusurensHo y 3%

NCTHUHHAS NOJNOUTEMUSA



EUWALANIUI'OII EVHHULOH

0oNBbHBIX B cpenHeM depe3 10 jer
mocie aebrora 3a007€BaHUSI MOJKET
pa3BUBaTbCS OCTPBIA MUEIOUHBIN
JICHKO3.

JInarnocruka

IloBblIEHHBI  YPOBEHb  I'eMAaTo-
KpPHUTa, OTPaXKAIOMIUH H30BITOUYHYIO
MPOAYKIHUIO SPUTPOLUTOB, SBIISET-
Csl OTIMYUTENbHBIM Npu3HakoM MIL
Tem He MeHee, MOTYT OBITh U IpyTHE
MIPUYUHBI MOBBIIIEHHOTO COJEpIKa-
HUS DPUTPOLUTOB, HE CBSI3aHHBIE C
HapylIeHHeM UX MPOIYKIMH B KOC-
THOM Mo3sre. Tem caMbiM HE0OXO-
IMMO KOMINUIEKCHOE O00CieI0BaHHueE,
BKJIIOYAIOIEE TLIATENbHBI OCMOTP
0OJIBHOTO U JTa0OPATOPHBIC UCCIIEO-
BaHUS KPOBU M KOCTHOTO MO3Ta.
Oxcniepramu Beemupnoit Opranusa-
run 3apaBooxpanenust (BO3) B 2016
roxy ObLTH TpeAsoKeHbl KPUTEPHH,
HaJIU4Yhe KOTOPBIX IT03BOJISIET KOp-
PEKTHO JMarHOCTHPOBATh OTJENb-
Hble BapuanTel XMIIH, B TOoM uncie
u UI1. [Ins noaTBepKaeHUsl 1UarHo-
3a UIT npennoxenst 3 6oibmux u 1
MaJiblid KPUTEPHUHU.

bonpmie  kpurepum  CleqyrOIIME.
[oBbIIIEHHBIH YPOBEHb T€MOIIOON-
Ha (Oonee 165 /1 y My»)4uH u OoJiee
160 r/m y >KeHIIMH), TeMaToOKpuTa
(6onee 49% y myxuun u 6onee 48%
y JKEHIIUH) WIK W30BITOYHAS Macca
sputpounToB. KomndecTBo KieTok B
KOCTHOM MO3T€ BBIIlIE HOPMAJIbHBIX
nokazaresieir.  OOHapyxeHue My-
taruii reda JAK2: V617F unu B 12
JK30HE.

Maublit KpuTepuii — cyOHOpManbHOE
cojiepKaHue B KPOBU IPUTPOIOITHU-
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Ha, CTUMYJIHPYIOIIETO TMPOMAYKIIHIO
SPUTPOIUTOB KIETKAMH KOCTHOTO
Mo3ra.

Juarnoctuka 1T Bo3mMoxHa 1pu 00-
Hapy>XeHHH 3 OONBIINX KPUTEPUCB
WA JIBYX TIEPBBIX OONBIIHMX KPHTE-
PHEB U MaJIOr0 KPUTEPHSL.

Jleuenne

Metona, wusneumBaromiero MII, He
cyuiecTByeT. Tem He MeHee, HMe-
IOTCS CIIOCOOBI, ITO3BOJIAIONINE O0-
JIETYUTh CHUMIITOMBI 3a00JIEBaHHS U
CHHM3HUTh PUCK BO3MOMKHBIX OCIJIOXK-
HeHuil. CnenyeT OTMETUTb, YTO MPHU
BbIOOpE JIe4eOHOr0 MOCOOHS YUUTHI-
BaeTcs BO3pacT OOJIBHOTO, paHee Ie-
pEHECEHHBIE CEep/IeYHO-COCYINCThIE
3a00JIeBaHMsl, a TAaK)Ke MPOSBICHUS
camoro 3a0oneBanus. T.e. jedeHue
WII nHauBUyaIn3UpOBAHO.
[maBHast nenb JeYeHus: — Mpeaymnpe-
XKJIEHHE TPOMOOTHUECKUX OCIIOXKHE-
HUM. /15 3TOro moMuMo Ha3HaYEHUS
ceunprUecKoll Tepanuu HeoOXo-
IMMO KOHTPOJHMPOBAaTh apTephallb-
HO€ JIaBJIeHHE, CHHU3UTh BEC Tella B
cilyyae OXKHPEHHS, OTPEryJHpOBaTh
YPOBEHB caxapa B KpOBH, HOpMaJIH-
30BaTh CO/IEp’)KaHUE XOJECTepuHa B
KPOBH, OTKa3aThCs OT KYpPEHHUSI.

Hunst 6onbubIx UMII crocoboMm cHu-
JKEHUSI BEPOSTHOCTH BO3HUKHOBE-
HUSL TPOMOOTHYECKHX OCIOKHEHUH
SIBIISIETCS. YMEHBIIICHUE YHUCIa JPH-
TPOLIMTOB B KPOBU W JajbHEHIIee
MoJJIepXKaHue B TpeJesiax HopMallb-
HBIX MoKa3zaresnedl. OQHUM U3 TaKux
METOIOB SIBJISIETCS ()ICOOTOMUS HITH
KPOBOITyCKaHHUe, KOT/Ia TOCPEICTBOM
MYHKUWH (TIpOKanibIBaHus) mepude-



pUYecKOil BEeHbI, yalle BCEro B 00-
JaCTH JIOKTEBOTO Cruda, yaansercs
OTIpPEeNICHHBIH 00BEM KpOBH. OTa
HpOLeIypa HAIOMHHACT CIady Kpo-
BU goHOpamMu. DrneboToMusi MOBTO-
psieTcsi 4epe3 OmpelesiCHHBbIE MpO-
MEXYTKH BPEMEHHU IS TOAAEpXKa-
HUS IEMaTOKpUTa Ha OINTHMaJIbHOM
ypoBHe. OHOBpeMEeHHO ¢ (h1e0oTo-
MHel OOJBbHBIE TPUHUMAIOT HEOOIb-
mure A03bl aCllMprHA. 9TO MO3BOJIS-
€T TpenoTBpPaTHTh (opMHUpOBaHUE
CTYCTKOB KPOBHU IIYTEM IIOAABJICHUA
MPOIYKIIUHU BEIIECTB, CIIOCOOCTBYO-
IIUX CKJIEUBAHUIO TPOMOOIIUTOB.

B ciryuae noTpeGHOCTH B YacThIX ce-
ancax ¢nebOTOMUM WM ee Hemepe-
HOCHMOCTH, @ TAK)Ke MPU HEBO3MOK-
HOCTH OCYUICCTBJIATH KOHTPOJIb HA
CUMITOMaMH 3a00JIeBaHUs Ha3Haya-
IOTCS  JICKApCTBEHHBIC Tpenaparsl,
o0najaronue CrocoOHOCThIO CHU-
KaTh KOJIUYECTBO IPUTPOLIUTOB. ITO
TaK Ha3bIBAE€MbIC LHUTOPCAYKTHBHLBIC
nmpernaparbl: THAPOKCUMOYECBUHA, UH-
tepdepon-anbda, OycynbdaH, aHa-
rpenua. [Tpu HeaddexTuBHOCTH MITH
HCIICPCHOCHUMOCTHU BBIIICYKA3aHHbBIX
HpernapaTroB, B 4aCTHOCTU TUIPOKCH-
MOYCBUHBI, Ha3HAYarOT PYKCOJIUTHU-
HH1O, nHrHOHUTOp rena JAK2.
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OcceHnuanbHas TPOMOOIUTONIEHUS
(OT) xapakTepusyeTcsi HEKOHTPOIIU-
pyeMoii pOoayKIuel TPOMOOIIUTOB,
T.€. KJIIETOK KPOBHU, KOTOpPBIC TIPUHH-
MAalOT HEIOCPEJICTBEHHOE yUacThe B
obpazoBanuu TpomOOB. CiencTaue
9TOTO — JAOCTATOYHO BBICOKAs 4aCTO-
Ta BOSHUKHOBEHUS TPOMOO30B C pas-
BUTHEM YKHM3HEYTIPOXKAIOIINX COCTO-
SIHUH, BKJIIOYass WHPApKT MUOKapa
WIA OCTPOE HapyIICHUE MO3TOBOTO
KpOBOOOpaIeHusl.

ONUaeMHO0JI0T s

Exeromno DT aumarHoctupyercs y
1-3 ygenoBexk Ha 100 000 HaceneHus.
Cpennuii Bo3pacT OOIHHBIX COCTaB-
jsieT 56 net. 3aboJieBaHKE yallle Jua-
THOCTUPYETCS Y JKEHILIWH.

CuMnTomMsl

Bo MHOTEX Cciyuasx meOroT W mep-
BBIE TOIBI 3a00JIEBAaHUS IPOTEKAIOT
6eccummnToMHo. KamoObl 0OBIYHO
HOCAT Hecnenu(pUUECKUil Xapakrep.
OTO TOJOBHBIE OONH, TOIOBOKpYKE-
HUe, HAapyIlIeHHEe 3peHHsI, OHEMEHNE,
3BOH B ylIax, TUCKOM(pOPT UK 00IH
B TPYIH, TSKECTh B JIEBOM IOIpe-
Oepbe, OHEMEHHE WM MOKpaCHEHHE
KOHEUHOCTEH C YyBCTBOM JK)KCHUS
(aputpommanrus). [Ipu kpaiiHe BbI-
COKOW KOHIIEHTpAIMK TPOMOOIIMTOB
MOYET Pa3BUTHCS TeMOpparuuecKuit
CHHJPOM B BHJIE HOCOBOTO KPOBOT-
CUCHHs, KPOBOIIOJTEKOB Ha KOXKE,
KPOBOTOYHBOCTH JIECEH.

ICCEHIUAJIBHASA TPOMBOLUUTOIIEHUA



BEUHALNOLUIIOYIINOdL BVHII'VAITHADDE

Ocio:xxHeHns

TunuuHBl TPOMOOTHYECKHE OCIIOXK-
HEHMS: Tpexolsiiee HapylleHHe
MO3TOBOTO KPOBOOOpAIICHUs, WH-
cynsT, HH(papkT MHOKapaa. Pexe
BCTPEUAIOTCA TPOSBICHUS KPOBO-
TOYMBOCTH, OCOOCHHO €CIH YHCIIO
TPOMOOLIMTOB B KPOBHM NPEBBILIAET
HOpMaJIbHbIE MOKa3aresu B 2,5 pasa.
[Ipubnuzurensno y 1% OoabHBIX
OT B teuenue 10 ner pa3BuBaeTcs
BTOPUYHBIN, TaK Ha3bIBAEMbIH MOCT-
TpoMOoLnTEMUYEeCKHl, Muenodu-
Opo3. [Ipubnu3urenbHO ¢ TakoW ke
4acTOTOM HaOIIOJaeTcsi U pa3BUTHE
OCTPOT0 MUEJIOMTHOTO JICHKO3a.

JAmnarnocruka

OTnuunTenbHON 1abopaTopHON Ha-
xonkoii y 6omnbHbIX DT siBrsieTcst mo-
BBILICHHOE KOJMYECTBO TPOMOOLH-
TOB B KpoBu. Ho TpombonmTo3 mo-
JKET UIMETh MECTO U IIPH LIEJIOM pAJe
JOpyrux 3a00J€BaHUN U COCTOSHUSIX,
KOTOpbIE HE CBSI3aHbI ¢ 3a00JIeBaHMU-
€M CHUCTEMBbI KPOBHU (BTOPHYHBIN HIIH
PEaKTUBHBIA TPOMOOLIUTO3).

Jna xoppekTHON nuarHoctuku OT
skcniepramu BO3 B 2016 rogy npen-
noxeHsbl 4 6onpnx U 1 Manblil Kpu-
TEpUH.

bonbumme kputepum ciaenyromme.
KonnuectBo TpoMOOIIMTOB B KPOBU
450x10°n. TloBbllieHHOE — CcoOmEp-
KaHWe MEerakapHoLMTOB (Tpenrie-
CTBEHHHKH TPOMOOIIUTOB) M TPOM-
OoLMTOB B Mpenaparax KOCTHOTO
MO3ra TpH MHUHUMAaJbHOM 00beMe
PETUKYJIMHOBBIX BOJOKOH. OTCyT-
CTBHE IPHU3HAKOB, COOTBETCTBYIO-
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mux apyrum XMIIH wnu apyrum
3a00eBaHusIM KOCTHOTO Mosra. O0-
HapyXeHue myTaiuil B renax JAK2,
CALR umu MPL.

Manelii kpuTepuii — oOHapyKeHHE
MOJIEKYJISIPHO-TEHETHYECKUX ~HU3Me-
HEHUH, MOATBEPkKAAIOIIUX HATUIUE
0O0JIE3HETBOPHBIX KJIETOK B KOCTHOM
MO3re, WM OTCYTCTBHE JaHHBIX,
CBUJICTEIBCTBYIOIIUX O BTOPUYHOM
(peakTUBHOM) XapakTepe TPOMOOIIH-
TO3a.

YcnoBueMm JTUarHOCTHUKU OT
SBISETCS ~ Halmuuue  Bcex 4
OOJIBIIUX KPUTECPHEB WM TEPBBIX
TpeXx OONbIIMX KpUTEPHEB U Ma-
moro kputepus. Crnemyer oTMe-
TUTh, uTto MyTamus JAK2 V617F

OOHApY>KUBAETCS  MPUOTU3UTEIb-
HO y TonoBuUHBI OoibHBIX OT.
Jleuenue

OcceHIaibHas TpomOoLuTOTIE-

HUS — HEW3jIeunMoe 3abolieBaHue.
Ilennio JIeueHUsT OOJIBHBIX SIBJISETCS
KOPPEKIUsI CUMIITOMOB, HEraTHBHO
CKa3bIBAIOIINXCSl HA KayeCTBE KH3-
HU, U CHIDKCHUE PUCKa Pa3BUTHS OC-
NoXKHEeHH. BeIOop neueHus — uHam-
BUyaJleH W ONpeAessieTcs Bo3pac-
TOM OOJIBHOTO, YKa3aHHEM Ha paHee
nepeHeceHHble 0OoNe3Hn W 3adose-
BaHMsI, UMEIOLIHE MECTO Ha MOMEHT
OTIpe/IeNIeHNs] TAKTHKH JieueHus. He-
MaJIOBaYKHBIM SIBJISIETCSI KOPPEKLUS
COCTOSTHHI, HAJIMYKE KOTOPBIX MTOBHI-
LIaeT PUCK BOSHUKHOBEHUSI )KHU3HEY-
TPOXAIONINX OCJIOKHEHUH: apTepu-
ainbHasi TUMEPTEH3MsI, cCaXapHbId JTU-
abeT, OXHpEeHHUe, BBHICOKHI YypOBEHb
XOJIeCTepHHA B KPOBH, KypEHHE.



Henwro neuenns 6oabHBIX DT sBIs-
ercsi TnpoUIaKTUKA TPOMOOTHYE-
CKUX OCIIO)KHEHHH U 3MHU3010B KpoO-
BOTOYHMBOCTH. J[11s ipenynpexaeHus
pa3BuTHi TPOMOOB OOJNBHBIE MPH-
HUMAIOT acllUpUH B MaJbIX J103aXx.
B cnyuae ke 3HaUMTENHHOTO YMCIIA
TPOMOOLIMTOB U IPYTUX KIIETOK KPO-
BU OOJIBHBIM JOTIOJIHUTEIHHO Ha3HA-
YaroTcs JIEKapCTBEHHBIE Tperaparsl,
o0najaronue CrocoOHOCThIO CHU-
KaTh KOJMYECTBO KJIETOK, IUPKYIIHU-
pYIOIIUX B KPOBU. DTO TaK Ha3bIBae-
MbI€ IUTOPEAYKTHBHBIC Mpenaparhl.
[Ipenaparom BbIOOpa sBISETCS THU-
JIpOKCHMOYeBHHA. B HEKOTOPBIX ciy-
yasix OOJbHBIE NMPUHUMAIOT aHarpe-
JHJ WIK TONYYaroT MHBEKIUHU Mpe-
naparoB uHTephepoHa. OTaeIbHBIM
OoJIbHBIM Ha3HauaeTcs Oycynbdan.
O heKTHBHOCTh PYKCOMUTHHHOA Yy
oonpHBIX DT H3yuaercs.

IHepBUYHbIN

Mues0¢pudpo3

[epBuynenii Muenopuodpos ([IMD),
paHee M3BECTHBI KaK arHOoreHHas
MUENION/IHAST MeTarIa3usi ¥ UAnora-
TUYECKUI MUeNopuOpo3, oTInYaeT-
cs1 ot apyrux XMIIH paspacranuem
COCAMHUTENBHON (MU  pyOLIOBOIA)
TKaHU B KOCTHOM MO3T€ B BHJE pe-
TUKYJIMHOBBIX WJIM KOJUIAr€HOBBIX
BOJIOKOH, KOTOPBIE BBITECHSIOT KPO-
BETBOPHBIC KJIETKH M3 MECT HX Ha-
xoxkaeHust. ClleICTBUEM 3TOTO SIBIISI-
€TCSl CHW)KEHHE B KPOBH KOJIMYECTBA
SPUTPOLUTOB (AaHEMHUs), JIEUKOIIH-
TOB (JIEUKOTICHHSI) U TPOMOOLUTOB
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(TpoMOonmTOTIEHHST). DTO COMPOBO-
KJIAeTCS CHM)KEHHEM JTOCTABKU KHC-
JOpozia K OpraHaM M TKaHSIM opra-
HU3Ma, CKJIOHHOCTBIO K MH(EKINOH-
HBIM OCJIOKHEHHUSIM U KPOBOTOYHBO-
ctu. Tem HE MeHee, B psi€ CIy4yaeB
Ha HayaJlbHBIX ATamax 3a0oJeBaHUs
B KPOBH MOXKHO BBISIBUTH YBEJH-
YeHHOE KOJWYECTBO JIEHKOIIMTOB
(ylefikonuTo3) W/WIKM TPOMOOIIUTOB
(TpoMOOIIMTO3), KOTOpPBIE, HECMOTPS
Ha WX U30BITOYHOE COJCpIKAHUE, HE
BBITIOJIHSIOT NPUCYIIHE UM (QYHKIIUU
B OJIHOM Mepe.

CHuxeHne o0beMa KPOBETBOPHBIX
KJIETOK B KOCTHOM MO3T¢ KOMIICHCH-
pyeTcs MOSIBICHHEM OCTPOBKOB KpO-
BETBOPEHUS B TEUCHU U CEJIE3CHKE,
4eM U 00YyCJIOBJICHO YBEIMYCHUE MX
pa3mepoB. JlaHHBIH (EHOMEH Ha3bl-
BaeTCs HKCTpaMEAy/UIIPHOE KPOBET-
BOpEHHE M SBJSIETCS XapaKTePHBIM
JUTsE MUEIIO(UOpOo3a MPU3HAKOM.
TepmuH nepBuuHBI MuUenoduopo3
O3HAYaeT, 4TO MPUYHHA PA3BUTHSA
muenodudpo3a He ycTaHoBieHa. B
JOpYTUX chyd4asx, Korga Muenodu-
Opo3 SBISIETCS CIIEACTBUEM APYTOTO
3a00JIeBaHMs, HAlpUMep HCTUHHON
MOJMLUTEMUAN WM 3CCEHIMATBLHON
TPOMOOLIUTEMHH, OH Ha3bIBaeTCs
BTOPUYHBIM:  MOCTHOJIHLIUTEMHUYC-
CKHM WM TOCTTPOMOOIMTEMHUYE-
CKMi. BakHO MOAYEPKHYTH, UTO HE-
3aBHCHMO OT BHJa Muenohuodposa,
NEPBUYHBINA WIX BTOPUYHBIN, KIIMHH-
YEeCKUX M J1Ta0OpaToOpHBIX pa3iuuuit
MEXy HUIMH HET, TaK jke KaK U Jieue-
HUE OJHOTHITHO.




nuaeMHuoI0rusi

[lepBuunsblii Muenodudpo3 — pen-
KO€ 3a00JIeBaHME, €KETOJHO MM 3a-
OoneBaer He Ooyiee 2-3 uenoBeK Ha
100 000 wnacenenus. B ocHoBHOM
9TO JIUIA CPEHETO M CTApIIEero BO3-
pacTa, cpeaHMi Bo3pacT — 64 ropa.
Jetu Ooneror kpaiiHe penko. 3a0o-
JICBaHHE B PABHOW Mepe BCTPEUALTCs
Yy MY>KYMH U )KCHIIVH.

Cumnromsl

Muenohubpo3 pas3BuBaeTcs B Te-
YeHHE HECKOJBbKUX JIET M HEPEIKO
B IEpBBIE TOJBI MPOTEKaeT OeccuM-
ntomHo. [lo mepe nporpeccun 6omnes-
HU TOSIBJISIIOTCS 7Kajo0bl, 00ycIoB-
JICHHbIC CHW)KCHHEM KOJIMYECTBa
KJIETOK B KPOBH. DTO YTOMIIIEMOCTh
U c1abocTh u3-3a aHeMuu. UyBCTBO
OBICTPOrO HACBHIIICHHUS M TSHKECTH B
KHUBOTE IOCIe MpHeMa HeOOoIbIIO-
r0 IpueMa IMUIIY WK TUCKOM(OPT
B JIEBOM moapedepbe MO MpUYHMHE
YBEIMUEHHON B pa3Mepax Cele3eH-
ku. Kpome toro, ormedaercst motepst
Beca Tella, HOYHast MOTIMBOCTh, KPO-
BOTOYMBOCTb, MMOBBIIICHUE TEMIIEepa-
TYpBI Tela, 3y KOXKH, OO B KOCTAX
U cycTaBax, HH(PEKINH.

OciaoxHeHus

[Iporpeccupytomee  yMeHbIIEHUE
qucia KJICTOK, OTM€YacMO€ HpI/I IJIn-
TENBHOM TeueHHH Muenopuoposa,
COHpOBO)KI[aeTCSI yCI/IJ'IeHI/IeM aHe-
MUU, HeﬁKOHeHHPI nu TpOM6OI_II/ITO-
TIICHHUU. B HUTOIC IOABJIACTCA HeO6-
XOAUMOCTH B per yJ'IHpHLIX M 4aCTbhIX
HepeJ’II/IBaHI/IHX ,Z[OHOpCKI/IX 3pI/ITp0—
IIUTOB JI1 aAC€KBATHOIO O6CCH€‘1€-
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HHUsL OPTaHOB U TKAHEU KUCIOPOJOM,
KOPPEKIUH YPOBHS TPOMOOIIUTOB T10
MIPUYUHE KPOBOTOYMBOCTH M3 paz-
HBIX MCCT, Ha3HAYCHHUHU aHTUOMOTHU-
KOB M3-32 HH(EKIHH.

VYBenuyeHue pasMepoB Ie4eHu (re-
MaTOMeTajts) U Celle3eHKH (CIIeHO-
MeTajns) BbI3bIBACT OOJH B )KHUBOTE.
IloBellIEHNE HaBICHUS B BEHaX, IO
KOTOPBIM KPOBb IIOCTyIaeT U3 celle-
3€HKH B IIeueHb (MopTajgbHas Tunep-
TEH3MA) IPUBOJIUT K YCUJIEHUIO TOKa
KpPOBHU B APYI'HX OpraHax OpromrHON
MOJIOCTH, YTO MOXKET MOCIYKUTh
NpUYMHONM uX paspeiBa. Hepenko
BO3HUKAaeT BocHaleHue u Ooib B
KpPYTHBIX CyCTaBaxX BCIEACTBUE IIO-
BBIIICHHOTO 00pa30BaHHs MOYEBOMH
kuciotel. [IpubmmsurensHo y 20%

6OJ'H)HI)IX OTMEYACTCA Pa3sBUTUC
OCTpPOro MUCJIIOUAHOTO JIeliKo3a.
Jlnarnoctuka

CornacHo KpHUTEpHUsM, MPEIJIOKEH-
HbIMU dKcniepTamu BO3, myist nuarxo-
CTHKU TIEPBUYHOTO MHUEIOPUOpo3a
HEOOXOIMMO OpPHEHTHPOBAThCS Ha 3
OONIBIINX U 5 MaJbIX KPUTEPUEB.

bonpmvie Kputepuu  CIEAYIOIIHE.
VYBenuueHne KoIM4ecTBa Merakapu-
OLIUTOB (TIPENIIEeCTBEHHUKH TPOM-
OOIIMTOB) B KOCTHOM MO3Te C U3Me-
HEHHUEM HMX BHCHIHCI'O BHJAa Ha (bOHe
¢ubpo3a 2 unm 3 crenenu (1o 1Kaie
rpaganuu (puOpo3a) B BHJIE PETH-
KYJIMHOBBIX I/I/I/IJ'H/I KOJIJIar€HOBbLIX
BOJIOKOH. OTCyTCTBHE KpPUTEpPHUEB,
KOTOpPBIE COOTBETCTBYHOT IPYTUM
XMIIH (sccenumanpHas TpoMOO-
OUTEMHsA, HCTHHHAs IIOJIUIUTCMU,
XPOHHUYECKUN MUENOGUOpPO3) WU



JIPYTUM MHEJIOUTHBIM HEOTLIA3USIM.
OOHapyKeHHEe TOBpEXKICHHN (My-
tauuii) renoB JAK2, CALR, MPL
WM JIPYTHX T€HOB, WJIU OTCYTCTBUE
peaktuBHOrOo MuenopuOpos3a, T.e.
00HapyKMBAaeMOTO TPU JIPYTrUX 3a-
0OJIeBaHUSX.

Masble KpUTEpUH, HAJIUYHE KOTO-
pPBIX TOATBEPIKIAETCS TPH  JIBYX-
KpPaTHOM TOCJICI0BATEILHOM HCCIIe-
JIOBaHUH, CIEAyIOIKe. AHEMHUs], HE
CBsI3aHHAs C JIPyTUM 3a00JICBaHUEM.
KomuuectBo neitkonuroB 11x10%/n
uin Oosiee. YBEIUYCHUE Pa3MEpPOB
CEJIC3CHKH TIPU MaJbIIalUU KUBOTA.
KoHIleHTpalus J1aKTaTaeruiporeHa-
3bI B KPOBH BBIIIIE BEPXHEH TPAHHUIIBI
HOpMBI. Jlefiko3puTpo0I1acTos.

Jns nocranoBku auar"oza [IM®
HEOOXOMMO Hajuuue BceX 3 0O0Jb-
IMX KPUTEPUEB U HEe MeHee ueM 1
MaJjioro KpUTepHsl.

B psne cinyuaeB auarHocTHpyeTcs
paHHsIsl, Tak Ha3bIBacMast mpehudpo-
traeckas, craaust [IM®. Jlns storo
HEO0OXOAUMBI 3 00NbIIUX U 4 MajbIX
KpUTEpUsi, KOTOPbIE B IIEJIOM COBIIa-
JIAIOT C KPUTEPUSMHU JTUATHOCTHKHU
IM®.

bonpmvie kputepum  ClEqyOIIME.
YBenuueHne B KOCTHOM MO3re KO-
JIMYECTBA BHEITHE U3MCHEHHBIX Me-
raKkapuonuToB  (NPEeIeCTBEHHUKU
TPOMOOIIUTOB) TIPU OTCYTCTBUU PE-
TUKYJIMHOBOTO (pubpo3a Oosiee uem
1 cremenu (Mo mIKaje Trpagaluu
¢ubpo3a) Ha (OHE KIETOYHOCTH
KOCTHOTO MO3ra BBIIIE BO3PAaCTHOMN
HOPMBI, YBEJIHMYCHHS KOJMUYECTBA
IPaHYJIOUTOB (OHA U3 KJICTOUHBIX
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(opM JICHKOIIMTOB) M YaCTO CHH-
KEHHOTO YHCJIa KOCTHOMO3TOBBIX
MPEAIIECTBEHHHUKOB ~ SPUTPOLIUTOB.
OTcyTcTBUE KPUTEPHEB, KOTOPBIC
cooTBeTcTBYOT Japyrum  XMIIH
(3cceHnManbHas  TPOMOOIUTEMUS,
WUCTHHHAS TIOJUIMTEMHS, XPOHHUYE-
ckuil MuenoduOpo3) WM JPyrUM
MUENOUIHBIM HeorutazusiM. OOHapy-
KeHHEe TIOBPEeXJIeHUH (MyTaruii) re-
HoB JAK?2, CALR, MPL unu npyrux
T€HOB, WJIM OTCYTCTBUE PEAKTUBHOTO
peTUKYIMHOBOTO  MHenohudpo3a,
T.e. OOHapYKMBAEMOTO IpPH JIPYTUX
3a00JIeBaHMSIX.

Mainele KpUTEpUH, HAIUYHE KOTO-
pPBIX TOATBEPKAACTCS TPH  JBYX-
KpaTHOM MOCJIe0BaTeIbHOM HCCIIe-
JIOBaHUH, CIEAyIoIne. AHEMHUs, HE
CBsI3aHHAsl C APYTHM 3a00JIEBaHHUEM.
KonuuectBo neitkonmros 11x10%/n
nin Ooliee. YBeIWYCHUE pa3MEpOB
Celle3eHKU TpU TaJbIIallui JKUBOTA.
KoHnentpauusi nakraraeruaporena-
3bI B KPOBH BBIILIE BEpPXHEH IPaHUIIBI
HOPMBEI.

Juarnoctuka  npeduOpOTHICCKOI
craaun [IM® Bo3mokHa Tipu OOHa-
pyXeHHH BceX 3 OOJBIINX KpUTEPH-
€B U He MeHee yeM | manoro kpure-
pus.

Jleuenue

OCHOBHOM IIE/IBIO JIEUEHUS OOMBHEIX
[IM® sBisieTcsi KynUpPOBAHHE WIH
YMEHBIICHHE WHTCHCUBHOCTH CHM-
IITOMOB 3a00JI€BaHUM M CHIDKEHUE
pucka pa3BuTud ocioxHeHuil. [Ipu
HaJIMYWKA TIOKA3aHUH MOXKET OBITh
BBITIOJIHEHA TPAHCIUIAHTAIUS KOCT-
Horo Mosra. Jleuenme OOBIYHO WH-




IuBHIyanu3upoBano. [Ipu BeIOOpe
7e4eOHOr0 TMOCOOUSl  YUMTHIBAIOTCS
(haKTOpBI, ACCOUUPOBAHHBIE C OOJTh-
HBIM (BO3pAcT, HAJIWYUE U TSHKECTh
CONYTCTBYIOIIUX 3a00JICBaHMii), |
HETIOCPEACTBEHHO C 3a00JIeBaHHUEM.
HemanoBaxHbIM (aKTOPOM SIBIISICT-
Csl MPOTHOCTHYECKUI BapuUaHT 3a-
OoneBaHMs, Ul YCTAHOBJICHHS KO-
TOPOTO HCHOJB3YIOT CIeUUaIbHbIE
mkanpl. K HacrosmieMy BpeMEeHH
pa3paboTaHbl 3 TPOTHOCTHYECKUE
mkansl: IPSS. DIPSS u DIPSS+.
Cremgyer OTMETUTD, YTO Kaxkaas To-
CIJIE/IyIOIIAs [IKaJIa MO3BOJIsieT Ooree
KOPPEKTHO pPachpeaessiT OOJIbHBIX
IIM® B rpynmsl pucka U COOTBET-
CTBEHHO BBIOMpAaTh HWHTEHCHBHOCTb
nedeOHOro mocobusi: OT Habmoze-
HUsSI IO BBINOJHEHHS TPaHCIUIaHTa-
LUK KOCTHOTO Mo3ra. OOIIENpHHATO
mkany [PSS mpumensts B nedrore
3aboneBanust. [To Mepe nanpHelinero
HaAOTIOACHUS JKeJIaTeIbHO HCIIOJb30-
BaTh JBe Apyrue mkansli: DIPSS nmu
DIPSS+.

JleueHne aHEeMUH MHHUIMUPYIOT, OC-
HOBBIBASICH Ha TOKA3aTelsiX aHaju-
32 KPOBH M COCTOSIHMU OOJBHOTO, a
MMEHHO XapakTepy jajiod u CIo-
COOHOCTH TEPEHOCHTh TPHBBIYHBIC
¢bu3nyeckue Harpy3kd. BonbHBIM C
YMEPEHHO YBEJIMUEHHOM CEJIE3EHKOU
HA3HAYalOT JPHUTPOIOIZCTUMYIHPY-
IOIME Ipernaparbl KOPOTKOro (3Io-
9THUHBI) WIA MPOJOHTUPOBAHHOTO
(mapGomostun) aedcTBusa. Oddek-
THBHOCTB 3THX MPENapaTtoB 0ObIYHO
HU3Kasl, €CJii OOJIbHOW HYXKIAeTCs
B TEPEIUBAHUSX JOHOPCKUX SpH-

16

TPOLUTOB, WJIH IIpU MOBBIIIICHHON
KOHIEHTPALlMU OSHAOTCHHOTO, T..
COOCTBEHHOTO, DPUTPOINOITUHA B
KpoBH. JJ1s1 MOBBILLIEHHS] KOHLIEHTpa-
LMY TeMOIJIOOMHA HEPEJIKO Ha3Ha4a-
0T KOPTHKOCTEPOU/IbI M aHJPOTCHBIS
rpernaparsl (JaHa3on).

ITpu nepenuBaHusIX JOHOPCKUX IPU-
TPOLUTOB B TCUCHHUC IJIUTCIBHOI'O
BPEMEHU JUIsl NIPEAYNPEKACHUs Ha-
KOIUICHUS] U30BITKA JKelle3a WM €ro
BBIBCACHHA W3 OpraHM3Ma Ha3Ha4da-
10T Xenarop sxenesa: aedepasupokc.
[eperpyska sene3oM OOBIYHO OT-
MedaeTcs nocie nepenuBanuii 20 u
Oosee 103 JOHOPCKHUX 3PUTPOLIUTOB.
Hapsiny ¢ moncuerom umcia nepenu-
BaHUI JPYTUM IMOKa3aTesieM sl Ha-
3HauUEHHS XellaTopa yKeJie3a sSBISIeTCs
cozepkanue GpeppuTHHa B KPOBH 00-
nee 1000 uvr/mn. Heobxomumo yum-
ThIBaThb, 4TO TOBBIIIEHHBIN YPOBEHbL
(dbeppuTHHA MOXKET OOHAPYKUBATHCS
MpY LEJIOM pAJI€ APYTUX COCTOSHUM,
MPEUMYIIECTBEHHOTO BOCMAIHTEIb-
HOTO XapakTepa.

[ns ymeHblIeHUsT pa3MepoB celle-
3€HKU HCIIONB3YIOT JIEKapCTBEHHBIE
mpernaparbl, CHIDKAIOIIUE KoJIn4e-
CTBO KJIETOK. JTO TaK Ha3bIBaeMbIE
LUTOPENYKTUBHBIE Npenaparsl. [1pe-
maparoM BBIOOpA SIBISETCS] THIPOK-
CUMOYEBHHA. B HEKOTOPBIX cilydasx
Ha3HayYaKT KiaapuOuH, OycynbdaH,
MendanaH Ui npenaparsl HHTepde-
pona. Ilpu HespdexTHBHOCTH WIH
HEINEPEHOCUMOCTH  IIUTOPELYyKTUB-
HBIX TpernapaToB OONBHBIM C TPO-
JBUHYTBIMH CTaMsIMH 3a00JICBaHUS
Ha3HAYalT PYKCOJUTHHHUO. B Kpaii-



HUX CIIydasx MpH OTCYTCTBUU JKeJa-
€MOro OTBETa B BUJIE COXPaHSIOIICH-
csi OONBIINX Pa3MEPOB CENIC3EHKU H
nuckoM(popTa B JKMBOTE, CHHXKAIO-
LIETO KaueCTBO JKU3HH, BBITIOIHSIOT
ONIepaTHBHOE yAalleHUE CeJe3eHKU
(crimeHsKTOMUS).

Bonpoc o nenecoobpazHoctu mpo-
BEICHUS TPAHCIUIAHTAIIMA KOCTHOTO
MO3ra pemiaeTcs WHAWBUAYaIbHO.
VYuuThiBas, 4TO AN TpaHCIUIAHTa-
LIUM  HCIIOB3YIOTCSI KPOBETBOPHBIE
KJIETKH, 3aroTOBJICHHbIE HE TOJIb-
KO M3 KOCTHOTO MO3Ta, HO U U3 Iie-
pudeprueckoil KpoBH, Kyna OHHU
BBIXOJSAT M3 KOCTHOTO MO3ra Ioclie
CTUMYJISLIMU JICKAPCTBEHHBIMH TIpe-
rnaparaMu, B HAcCTOsILEEe BpeMs HC-
MOJIb3YeTCsS TEPMUH «TPaHCIUIAHTa-
Ul TEeMOTOATHYECKHX CTBOJIOBBIX
(KpOBETBOPHBIX) KIETOK». Perienue
0 BO3MOJKHOCTH BBITIOJIHEHHS TPAHC-
IUTAHTAlUKM TIPUHUMAETCS BpayaMu
CHECLUAIN3UPOBAHHOTO LIEHTpa II0
BBITIOJIHEHHUIO TPAaHCIUIAaHTAlUA Ha
OCHOBAaHWHW aHANM3a KIMHUYECKUX
1 1a00paTOPHBIX TIOKa3arenel 0oJIb-
HOTO, a TaKke IO pe3yiabraraM Io-
HCKa IOHOpA KPOBETBOPHBIX KIIETOK.
Y4uuThIBas BO3MOXKHOCTH Pa3BHTHS
TSDKEJIBIX OCJIOKHEHWH, MpPOTHO3HU-
pyeTcs PUCK WX BO3ZHHUKHOBEHHSI.
OxoHuaTenbHOE pelIeHUe TPUHUMA-
eTCsl, €CJIM BEPOSITHOCTH JOCTHIKE-
HUS JKEJIaeMOTO OTBETa MpPEBBILIACT
PUCK pPa3BUTHSI HEOIarONpPHUSATHBIX
OCJIOKHEHUH.
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JIekapCcTBEeHHbIE
Inpenmaparbl
I'uapoxcumMo4eBUHA — 3TO LUTO-
crarndyeckuil mpemapar. OH mona-
BJISIET BBIPAOOTKY KOCTHBIM MO3IOM
KJIETOK, KOTOPBIE NOCTYNAIOT 3aTeM
B KpOBb. .. CHMKaeT KOJIMYECTBO
KJIETOK B HepU(pEepUUECKON KpPOBHU
U TI03TOMY MOXKET OBITh Ha3HauYeH
mobomy OompHOMY XMIIH Hesa-
BHUCUMO OT BHJa 3aboneBanusi. Tax
y OOJBHBIX 3CCEHIMATBHOM TPOM-
OonuremMuell yMEHbBLIAETCS KOJU-
9YEeCTBO TPOMOOLUTOB. Y OONBHBIX
WCTUHHON NOJUIUTEMHUEH CHHUXa-
€TCs YMCIIO IPUTPOLUTOB. Y O0Jb-
HBIX TEPBUYHBIM MHEIOPUOPO30M
YMEHBIIAIOTCS Pa3Mepbl CEIE3CHKH,
YIAy4IIaeTcsi CaMOYyBCTBHE. 3a CUET
YMEHBIICHUS] KOJIMYEeCTBA KJICTOK B
KPOBU CHHXKAETCSl PHUCK Pa3BUTHUS
TPOMOOTHYECKHX M TIeMopparude-
CKHX OCJIO)KHEHHH.

[Ipenapar BblIycKaeTcs B Karcyiaax
U IpuHUMaeTca BHYTpb. [lepeHocu-
MocTh Xopomasi. Jlo3a Bapbupyer B
OOJIBIIOM [HMara3oHe, YTO 3aBUCUT
OT psiJa IPUYUH, B TOM YHCJIE U OT
MOKa3aTenell KIMHUYECKOTo aHaIu3a
KpoBHU. BriepBeie Ha3HaueHHAsI 1034 B
JalbHEHIIeM MOXKET MEHSTHCS B CTO-
POHY YBEIMYECHHUS UM yMEHBILICHHUS,
WJIM OCTaBaThCsl CTaOMIbHON. Perre-
HUE O MOAM(UKAIMU J03bl MPHHU-
MaeT Jieyalluil Bpad, OPUCHTUPYSCh
Ha I10Ka3aTelId KPOBU M BO3MOKHBIE
ocnokHeHusI. TeM cambIM OONBHOM
JOJDKEH PETyIsIpHO CAaBaTb KPOBb
Ha KIMHUYECKUH aHalin3, 0COOCHHO




B IIEpBbIC MECSILIbI HaYala TeParuH.
I'mapokcuMoueBUHAa MOXKET Ha3Ha-
4areCsl B Ka4eCTBE OJHOTO JieKap-
CTBEHHOTO Iperapara, a Mmpu HeoO-
XOIUMOCTH — B KOMOMHAIIMH C APY-
THMH.

HauGosnee wuacTbie O0CI0:KHEHHS
caenymomue. CHU:KeHHe ToKa3aTe-
Jiell B KIIMHUYeCKOM aHaJ/Iu3e Kpo-
BU HUKe ILUIAHUPYEMOIO YPOBHSI,
YTO MOKET MPOSIBISATHCS aHeMH-
eii, MosiBJIeHHEM KPOBOTOYMBOCTH
WIM TpucoequHenneM uuHpeK-
HMH. YBeJU4YeHHe YTOMJIsSIeMO-
CTH, XOTSl JaHHASl KaJI00a MOXKeT
OBITb MPOSIBJIEHHEM OCHOBHOIO
3a0oneBanusi. [loremuenne u/man
U3bSI3BJIeHUs] KOXU. [lnapess uiam
3anopsl. [Ipu uinTe1bHOM, B Teues
HHE MHOTHX JIeT, IpueMe ONHCAHbI
cIy4al Ppa3BUTHS PaKka KOXKH H
0CTPOro Jeiiko3a.

Cnoco0bl NpOPUIAKTHKH OCT0K-
HEHMIi: CBOeBpeMeHHasl KOppeK-
1Ml 103bI 1O COIVIACOBAHHUIO C Jie-
YammuM reMaTosI0romM no pe3yJabra-
TaM KJIMHHYECKOr0 aHaJM3a Kpo-
BU U OLIEHKH CaMOYYBCTBHSI, H30e-
ranve JJUTEJLHON HMHCONSIUU M
HCNO0JIL30BAHHE COTHUE3AUUTHBIX
KPEeMOB BBICOKOIi CTeeHn Ha/lexK-
HOCTH.

HNuteppepon-anbpa — OeIKOBBII
Mpernapar, KOTOPbIA ABJISIETCS KOMTHEN
HaTypayibHOTO HHTepdepoHa. B Hop-
Me HHTep(pEepOHbI BhIPaOaTHIBAIOTCS
B OpraHU3Me YeJIOBEKa U OKa3bIBaIOT
3alIUTHBINA 3QQEKT MpH HHPEKIHIX.
CriocoOHOCTh TOAABIATH W30BITOY-
HBIA POCT KOCTHOMO3TOBBIX KIIETOK,
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YMEHBIIATh pPa3Mepbl CEJIC3CHKU U
penyiupoBars o0beM (uOpo3a B
KOCTHOM MO3T€ HCIOJIb3YETCs IS
JICUCHUSI BCEX KIACCHUYECKUX (HopMm
XMIIH: »scceHIManbHOW TPOMOO-
IIUTEMUH, UCTUHHON MOJUIIUTEMHUH,
MIEPBUYHOM MUEIIOPUOpO3eE.
[Ipemapar BbIycKaeTcsi B UHBEKIIH-
OHHOI1 (hopMe, pa3HBIMH TPOU3BOJIHU-
TEJSIMHU TIOJT Pa3HBIMU Ha3BAHUSAMHE U
B pa3HbIX yIakoBKax. MImerorcs npe-
naparbl KOPOTKOTO JICHCTBHSI, 4YeM
00yciIoBJIeHa HEOOXOJAUMOCTh B Ya-
CTBIX MHBEKIUsX. [Ipenaparel aiu-
TEJBHOTO JICHCTBUS BBOST PEKE.

B HekoTopbIx ciiydasx uHTEphEpoH
SIBIIICTCS TIpenapaToM Beioopa. Ecin
JKCHIIUHA TUIAHUPYET 3a0epeMeHETh
WK yxe OepeMeHHas, WM ecliu
MY>KYMHA TOTOBHUTCS CTaTh OTI[OM.
MosonbiM OonbHBIM. B ciyuyae HU3-
Kol 5 (EKTHUBHOCTU WM HENEPEeHO-
CUMOCTU THJAPOKCUMOYEBUHBI HITU
JIPYTUX JICKAPCTBEHHBIX MPENapaToB.
HauGonee uacThle  OCJIOXKHEHUS
cnenyrone. Y 20-30% OOMbHBIX
OTMEYAEeTCsl HEIEPEHOCUMOCTh TIpe-
rnapara B BHUJIC OCJIOXHEHHUH, KOTO-
pBI€ YacTO Pa3BUBAIOTCS BO BpeMs
MEPBbIX UHBEKIUI U B JajbHEUIIEM
MOJHOCTBIO pa3pelatorca. ['punmo-
nojo0Hoe  cocrosinue. CHUKeHue
KOJINYECTBA JIEUKOLIUTOB B KPOBH.
TomHora. ['onoBHbie Oonu. [{uapest.
Jlis mpeaynpexieHus: OCI0KHEHUN
W/WITA  CHUKEHUS WX WHTCHCHBHO-
CTH JICUAIIMi TeMaTOJIOI MOXKET I10-
PEKOMEHJIOBaTh MPOBOJIUTH IEPBBIC
WHBEKI[UH BO BPEMs OTXOJ[a KO CHY
MocJie  TPEABAPUTEIILHOTO TpHUeMa



HECTEPOUAHBIX  MPOTHBOBOCIIANH-
TENILHBIX ~TIPEnapaToB, HampuMmep,
noynpogena. [Ipu 3ToM HEOOX0TUMO
MIOMHUTh O HEXEJNATeIbHOCTH OJI-
HOBPEMEHHOI'O TpHeMa acIUpUHa C
HECTEPOUAHBIMU TMPOTHBOBOCIIANIH-
TEJILHBIMU ITperapaTaMu.
AHarpejuJ — TOIABIsIET CHOCO0-
HOCTh METaKkapuoUuTOB (Tpenrie-
CTBEHHUKH TPOMOOIIMTOB) TPOAY-
LUPOBAaTh HW30BITOYHOE KOJHYECTBO
TPOMOOLIMTOB, T.€. CHIKAeT coep-
JKaHKE TPOMOOIIUTOB B Iepudepruye-
CKOH KpOBH, HO HE M3MEHSET KOJIHU-
YEeCTBO DPUTPOLIUTOB U JICHKOLUTOB.
Moxer ObITh Ha3HAueH OOJILHOMY
nro0biM Bapuantom XMITH: sccen-
nuanbHasi TPOMOOIMTEMHUS, WCTHH-
Hasl TOJWMIUTEMUS WU TIEPBUYHBIN
Muenopuopos.

IIpenapar Bropoi nuuuu. Haznaua-
eTcst pu Hed(PPEKTUBHOCTH HITH He-
MEPEHOCUMOCTH  THIPOKCHMOYEBHU-
Hbl. He siBsieTCst XuMmuonpenaparom.
Tem He MeHee reMarojior BIpaBe
MONIPOCUTH OOJILHOTO MOANHUCATH HH-
(dhopMHpOBaHHOE corlacue Ha PUeM
aHarpenuia, Y4uThiBask ero BO3/eH-
CTBHE Ha KJIETKH KOCTHOTO MO3Ta.
Haubonee gacTbie ocnoXKHEHHS — IO~
JIOBHasE 0onb, auapes, cepuaueoue-
HUeE, 33/IePKKa KUJKOCTH B OpPraHu3-
Me.

PykconuTnumn® — TapreTHsIi rpemna-
par, T.e. BO3JCHCTBYET Ha KOHKPET-
HYI0O OHOJIOTHUYECKYI0 «MUILEHBY,
KOTOpass  TNPUHMMAaeT  Hemocpel-
CTBEHHOE y4acThe B Pa3BUTUH 3a00-
neanus. Y OonpHbIX XMIITH Takoit
MHUIIEHBIO ABIAIOTCS TeHbl JAK2
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n JAKI. PykconmutuHu®G wm3meHser
¢yukuun renoB JAK2 u JAKI, uro
COIIPOBOJK/IA€TCs MO/IABICHUEM ITPO-
JTYKIIUU KJIETOK KPOBH U IUTOKHUHOB.
3aperucTpupoBaH 1is JICUCHUs O0JTb-
HBIX [EPBUYHBIM U BTOPUYHBIM (T10-
CTHOJMUIIUTEMUYECKUM U TOCTTPOM-
OOIUTEMHYECKUM ) MUEIIOPUOPO30M,
a TaK)K€ MCTUHHOM MOJMUIUTEMHUEH.
Ha3nadaercsi OOJNBHBIM TMPOJBUHY-
TBIMH CTaJHIMU MUeIOpUOpo3a u
OOJIBHBIM HMCTUHHOW TOJUIIUTEMUU
npu Hed(pPEeKTUBHOCTH WM HeTepe-
HOCHUMOCTH THJIPOKCUMOYECBUHBI.

CHuxaet KOJIM4eCcTBO KJIETOK B Kpo-
BHU. YMEHbIIIaeT BEPOSTHOCTh Pa3BU-
TUS TPOMOOTHYECKHX OCIJIOKHEHUM.
Penymupyer pasmepsl cele3eHKH.
YMeHbIaeT HeOMaronpusTHhIC MPO-
SIBJICHUsI 3a00JIEBaHMS: CHIDKACTCS
c1a00CTh U yTOMIIIEMOCTb, Yy4Ilia-
€TCs amIMeTHUT, yMEHbBIIIACTCS HOUHAS
MOTJIIMBOCTH, TIOBBIIIAETCS BEC Tela,
BO3pacTaeT pU3NUECKasi aAKTUBHOCTb.
Haubonee wdacTble OCIIOKHEHUSI.
CHmXeHre KoJIM4YecTBa KJIETOK Kpo-
BH HIDKE IUIAHUPYEMOIO YPOBHSI:
SPUTPOIUTOB C PA3BUTHUEM AHEMHUH,
TPOMOOIIUTOB C TMOSIBIGHUEM KPOBO-
TOYUBOCTH, JIEHKOLUTOB C IPUCOE-
nuHeHueM uH(ekiuid. [loBbieHue
KOHIIEHTPALlUK XOJeCTepruHa B Kpo-
BU. V3MeHeHHEe TEeUeHOYHBIX MOKa-
3aTeneil B OMOXMMHUYECKOM aHalln3e

KpoBU. [loyOBOKpYXkeHHE. VYBEnu-
yeHue Beca tena. [IpubaBka B Bece.
Mereopusm.

[Ipenapar TabneTHpOBaHHBINA, MpPU-
HUMaeTcst BHYTpb. Jlo3a perymu-
pyeTcsd jedalmuM IeMarojoroM II0




II0Ka3aTessiM aHaJu30B KPOBU U ca-
MouyBCcTBHA. [Ipu HeoOXomammocTu
OTMEHBI — CXeéMa OTMEHBI 00CyXkIa-
€TCsI C BPauOM.

ACIIHPHH — HECTEPOUJHBIH MPOTH-
BOBOCHANUTENbHBIN mnpenapar. Ha-
3Havyaercss OonpHbIM XMIIH wu3-3a
CIOCOOHOCTH TPENyIpekaaTh PUCK
pa3BUTHA  TPOMOOTHYECKHUX  OC-
noxxHeHuid. CHMKaeT CHOCOOHOCTh
TPOMOOLIMTOB CKIIEHBATHCS APYT C
apyrom. OOBIYHO HAa3HAYaeTCs B Ma-
JBIX J103aX: 75 MI B JIeHb, BHYTpb. B
OOJILIIMHCTBE CIIy4acB HCIIOJIB3YeT-
Csl COBMECTHO C JIPyTMMH METOJlaMHU
nedeHus:: (GredoToMueH, MmpueMom
TUApOKcMOoueBUHBL. He pexomeH-
JyeTcss TpU HU3KOM KOJIMYECTBE
TPOMOOLIMTOB B KPOBHU W/MJIH KpO-
BotourBoCcTH. [Ipr HeoOXomammocTu
BO3MOXKHA KOMOMHAIMS C APYTHMH
AHTUTPOMOOTHUYECKUMH TIperapara-
MH KaK KJIOMHUIOIpE.

Haubonee wacThle OCIOKHEHUSI.
KposoTtounBocTs. JIerko Bo3HHKaro-
LI1e TMPOSBICHUSI KPOBOTOUMBOCTH.
ViiauHeHne BpeMeHM KPOBOTOYMBO-
cTH yeM 00bryHO. Hapymenune nue-
BapeHus. Pexe pa3BuBaloTCs acTMa,
HU3bSA3BICHUE CIM3UCTON Kenynka. B
3TOM CiIy4ae PEKOMEHJIOBaH MpUEM
kyonuaorpena. [Ipu miaHupoBaHuu
OIIepaTHBHOTO BMEIIATEIbCTBA MPU-
€M acTMpPHHA MOXKET ObITh BPEMEHHO
OTMEHEH.

20

1. Ecam caenana CTepHaJIbHast
NMYHKIHWSA, HY’KHO JIM BBINOJHATDH

TpenaHoouoncuio?
TpenanoOuoncusi — o0s3aTeIbHBIN
IMyHKT  0oOclemoBaHUus  OOJBHBIX

XMIIH He3aBucuMO OT BHaa 3a00-
neBanust. CTepHalbHAs MYHKIUS U
TPEHaHOOMOIICHSI TTO3BOJISIOT MOJIY-
YUTh Pa3HY0 HHPOPMALHIO O CO-
CTOSIHUM KOCTHOTO MO3ra, KOTopas
JIOTIONIHSACT APYT JAPYyra W JaeT IoJi-
HOE TMPEJCTABICHUE O COCTOSHUHU
KOCTHOMO3TOBOTO  KPOBETBOPEHHUSI.
Bornee Toro, ToJbKO MO pe3yiabTaTamMm
THCTOJIOTHYECKOTO  HMCCIIETOBAHMUS
[pernaparoB KOCTHOTO MO3ra, II0-
JIYYCHHBIX M3 TPENaHOoOHONTATOB,
MOYKHO TMOJIy4UTh OTBET 00 OTCYyT-
CTBUH WU HAJIMYMK MUeI0(huopo3sa,
a IPH BBISIBIICHUM MOCIEIHEr0 — €ro
OOIIMPHOCTH U CTEIICHH.

2. KTo poyzxeH Ha0a100aTh 00/1b-
Horo XMIIH?

XpoHuueckue  Muenonpoaudepa-
THUBHbBIE 3a00JieBaHUs — 3a00J1€BaHUs
cucreMbl KpoBu. CrienoBareibHO,
nuarHoctupoBate XMIIH u Ha-
omomats 6oasHoro XMITH momken
Bpau-remarojior. [emaronor ycra-
HaBJIMBAET HaJW4ue 3a007€BaHus U
€ro BapHaHT, OMNpPENCSIeT TAKTUKY
JMagbHENIIero oOcaeqoBaHus U TIIe-
PUOAMYHOCTH OOCJIEIOBAaHUs, Ha-
3HAYaeT CICIHUANbHYIO TEparnul Hu
[pH HEOOXOAUMOCTH KOHCYJIBTHPYET
OOJIBHOT'O CO CTAPIIUMU KOJIJICTaMHu.
3. Bo3MOKHO JIM CaMOCTOSITEILHO



peryjupoBaTh 103y THAPOKCHMO-
YEeBHHBI, €CJIH Pe3yJIbTAaT aHAJN3A
KPOBH, B YACTHOCTH MOMAJAET UC-
X0HO 00JIbHOMY?

Her. Tonpko remMarosior MoeT onpe-
JIETUTh HEOOXOAUMOCTh B MOmudu-
KaIll{ 036l THAPOKCHMOUYCBHHBI KaK
1 JTI000TO JpyToTo JiekapcTBa. Bpau
OPHUEHTHPYETCS HE TOJBKO Ha KOJIU-
YECTBO JIEHKOLIMTOB, 3pUTPOLIUTOB U
TpoMOOIMTOB. BO BHUMaHWEe IPUHM-
MaloTCs JIPYTHE TOKa3aTelid KPOBH.
YuuTbiBaeTCs JUHAMUKA U3MEHEHU I
pa3MepoB TICUCHH U CeNie3eHKU. Ha-
JTUYHE OCIIOKHCHHUM, X XapaKTep |
WHTEHCUBHOCTh. Ho O0IBHOI 00s13aH
CBOEBPEMEHHO HMH()OPMHUPOBATH Jie-
Yamiero Bpada 00 M3MEHEHHUIX CaMo-
qyBCTBUS, MMOSBJICHUH HOBBIX JKaJl00
WM OCJIOXHEHUSIX Ha (OHE MPOBO-
JUMOM Tepanuu.

4. EcTh JH cnenuajbHble THETHI,
KOTOpble 0JaroTBOPHO CKa3bIBa-
IOTCSI HA COCTOSIHHH OO0JbHOI0 M
MOMOTral0T CHU3UTH BEPOSTHOCTH
Pa3BUTHSI OCTOKHEHMIH?

K coxanenuto, crnenmaibHBIX JIHCT
st 6ompHBIX XMIIH HEe cyme-
cTByeT. TeM He MeHee coOmromeHne
MPOCTHIX TPaBUJI TO3BOJUT YIIyd-
[IATHh CaMOYYBCTBHE OOIBHOTO. DTO
MOJTHOIICHHOE OEJIKOBOE THTAaHUE.
IIpueM >KHIKOCTH B JOCTaTOYHOM
oObeme. YacTelif mpueM NHIM He-
OompmmMHu  TIOpUMAMH. He MeHee
BaKHBIM SIBJISIETCS COOIIONECHUE [TH-
eThl, PEKOMCHJIOBAHHON JHIOKpHU-
HOJIOTOM, B CJIy9ac HAJIWYHUS COMYT-
CTBYIOIIIETO CaxapHOTO nuadeTa WiIn
KapHOJIOTOM, TIPH HATMIUH CepIIey-
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HO-COCYIIUCTBIX 3200JICBaHHSIX.

5. MoskHo 1 3aropatb 00JbHBIM
XMIIH?

bonbusiM XMIIH He pexomeHaoBa-
HO 3aroparb WIM TPUHUMATh COJI-
HEYHBbIE BaHHBI. PUCK yXyamieHus
COCTOSIHMS B 3TOM Cllyyae Ccylie-
CTBEHHO IIPEBBIIIAET BEPOSITHOCTD
yKperieHust 310poBbsi. Koneuno, He
HYKHO 3arnpeinarb 0oapHbIM XMITH
Ha YJHWIYy B SICHBIA M COJHEYHBIN
netHuil aeHb. Ho HeoOxoauMo Boc-
MOJIb30BATHCS TIOKPBITUEM TOJIOBBI
IJIATKOM WJIM LUIANOM, HaHEeCTH Ha
OTKpBITBIE YYacTKM TejJa COJIHLIe-
3alIUTHBI KPEM BBICOKOW CTENEHU
Ha/ICKHOCTH, M30erath JIUTEIbHOE
HaxOXXJICHUE O NPSIMBIMU JTy4aMU
COJIHIIA.

6. Kak pemuth, Hy’kHa 11 00JIbHO-
my XMIIH TpaHciuianTanust /10-
HOPCKOT'0 KOCTHOTO Mo3ra?
Bompoc o 1enecooOpa3HOCTH BBI-
MTOJTHEHUM TPAHCIUIAHTAIIMM KOCTHO-
rO MO3Tra MJH MpaBUJIbHEE TOBOPUTH
0 TpaHCIUIAHTAI[MM TeMOINO3THYe-
CKHUX CTBOJIOBBIX KJIETOK OYEHb WH-
JuBUAyalieH. JIaHHBIA BUJ JIEUEHUS
B HACTOSIIEEe BpEMs BBITOIHAETCS
TOJIKO OOJIBHBIM TEPBHYHBIM HIIN
BTOPUYHBIM (IIOCTTPOMOOIIUTEMUYE-
CKUH MM MOCTIOMUIUTEMUYECKU)
Muenopuodpo3om. Paccmarpuaercs
LeNBIN psijl TOKazaTenel, oTpakaro-
mMX cTaryc OONEe3HH M COCTOSIHHE
00NBHOTO. DTO O00YCJIOBICHO TEM,
YTO TPAHCIUIAHTAIUsI T€MOIO3THYE-
CKHX CTBOJIOBBIX KJIETOK INpearosa-
raeT He TOJBKO IMPOBEIEHHE BHICO-
KOJIO3HOM XMMMOTEpaNuu, HO U BIIH-

YACTO 3AJABAEMBIE BOITPOCBHI



190041109 AI9INAVIVI'VE OLDOVh

BaHUE JIOHOPCKHUX (Yy’KEPOJIHBIX)
KPOBETBOPHBIX KIIETOK, YTO MOXKET
COTIPOBOXKJATbCS Pa3BUTHEM TsKe-
JbIX OClIOKHEHUH. HemanoBaxxHbiM
ACIeKTOM SBJISIETCSl HaJM4Yue JIOHO-
pa KpOBETBOPHBIX Ki1eToK. OKoHYa-
TeIbHOE PEIIeHHe O BO3MOXHOCTH
MIPOBE/ICHNs] TpaHCIUIAaHTAllUK TpH-
HUMaeTcs BpauaMH TpaHCIUIaHTalU-
OHHOTO LIEHTpA.

7. Ecan caejlaHO LUTOreHeTHYe-
cKoe mcciae0BaHue, TO HeoOX0au-
MO JIM BBINOJHSATH MOJIEKYJISIPHOE
HCCJIeIOBAaHNEe MO TOHMCKY MYyTa-
muii reioB JAK2, CALR, MPL?
W nuTorenerudeckoe U MOJIEKYJIISp-
HOE UccIIeJOBaHHE HEOOXOIMMO MPO-
BOJWTH B 00S53aTEIbHOM TOPSIIKE.
IluToreHernueckoe UCCIENOBAHUE,
BO-TIEPBBIX, MTO3BOJISIET BBISIBUTH Ha-
auure uiaM orcytcrtBue Punanens-
(uiickoii XpOMOCOMBI, KOTOpasi SiB-
JSeTCS TPUHIMIHUAIBHBIM TIPU3HA-
KOM XPOHHUYECKOIO0 MHMEIIOIENHKO3a,
JUTSL JIEYeHUS] KOTOPOTO CYIIECTBYIOT
CHelHMaJIbHbIEe JIEKAPCTBEHHBIE Ipe-
napatsl. Hepeako BeIsIBIIsieMBbIE MTPU
3TOM METOJI€ UCCIIEOBaHUS JpyTue
MOBPEXKJIEHUS XPOMOCOM IO3BOJIS-
10T OoJiee KOPPEKTHO CHPOTHO3HPO-
BaTh TEUCHUE 3a00JICBAHHS.

Ecmu ®unanensguiickas xpomoco-
Ma He oOHapyKeHa, TO MOYKHO 3aro-
J103puTh Hanmuue apyrux XMIITH.
g moaTBepKAECHUS OJHOTO BapHu-
antoB u3 Ph-neraruBnoro XMITH
HEOOXOJMMO TOATBEPANUTH, YTO W3-
ObITOYHAsT TPOAYKLUS JEUKOLUTOB,
SPUTPOLIUTOB /WM TPOMOOIIUTOB
HE SIBJISICTCSI CIIy4aliHOM Jiaboparop-
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HOW HaxXOAKOW WM TMPOSBICHUEM
npyroro 3aboneBanusi. C 3Toi 1eTbI0
MPOBOJUTCSL  MOJICKYJISIPHO-TCHETH-
yeckoe uccienoanue. T.e. 3TH 1Ba
71ab0paTOPHBIX METO/a IOMOIHSIOT
JPYT Opyra U NO3BOJISIIOT KOPPEKTHO
MOCTaBUTh TUArHO3 M HA3HAYUTh CO-
OTBETCTBYIOILIEE JICYCHHE.

8. I'te MOKHO TOJYYHTHb OTBETHI
Ha BONPOCHI O JIeYeHHH (OJbHBIX
XMIIH?

OTBeThl Ha BOMPOCHI MOYKHO IOJY-
uuTh Ha caiite MOO momoIinu Ima-
IMEHTaM C TeMaTOJIOTHYSCKHMH 3a-
OoneBanusimMu «Moct Munocepausi»
mdspatient.ru. OTBeTsl OyayT IaHBI
BEIYLIMMH CIICIHATNCTaMH HalIel
CTpaHbl, KOTOPbIE 3aHHUMAIOTCS TPO-
OneMaMu JMATHOCTHKA W JICYCHUS
OonbHbIX XMITH.



AHemus - i Majgokposue. CHIDKCHHE COJIEPKaHUS B KPOBH SPUTPOIIUTOB
U TeMOnIO0OnHA

BO3 - Bcemupnast opranusanst 3paBooXpaHeHHs

Bropuunsiii Muesoguopo3 - cieacTBrue Kakoi-mubo 0one3HH, HarpuMmep,
HMCTHHHOU MOJIMIUTEMHUH WIIN 3CCEHINATBHON TPOMOOIIUTEMHUH

IemaToKpHUT - 00BEM SPUTPOLIUTOB B KPOBH.

Iemornodun - xene3zocopepkamuii 0ok, o0NagaroIUi CIIOCOOHOCTHIO
00paTHMO CBA3BIBATHCS C KHCIOPOIOM

I'emomno33 - nponecc 00pa3oBaHusl KIETOK KPOBU (JCHKOLUTOB, SPUTPOLIH-
TOB ¥ TPOMOOIIMTOB) B KOCTHOM MO3T€

I'en - yuacrox JIHK, coneprkamuii HacieACTBEHHYIO HH(OPMAIHIO
I'emaTromeraJyms - naToJ0ru4eckoe yBeIUUEHHE pa3MEpPOB MEUEHU
Jap031mo3THH - JIEKapCTBEHHBIN Npenapar, CTUMYIUPYIOIIUHA TPOTYKIUIO
SPUTPOLIUTOB KJIETKAMHU KOCTHOTO Mo3ra. OTiIn4aeTcs OT JApyTrux 3pUTPOIIO-

OTUHOB JJINTCIbHBIM ﬂeﬁCTBHCM ¥ MEHBIIICH 4aCcTOTOM BBCICHUS

HUcrnnnas noamuureMusi - 3a0oineBaHue M3 rpynnsl Ph-HeratmBHBIX
XMIIH, xapakTtepusytorieecs: H30BITOYHON MPOAYKINEH SPUTPOILIUTOB

KposerBopenne - cM remMoros3

JlakTaraernaporenasa - gepment. Mcnomnb3yercs U1t KOCBEHHOTO CYKIe-
HUs 00 00beMe 00JIe3HETBOPHBIX KIETOK M aKTUBHOCTH 3a00J1€BaHUS

JleiikonuT - Oenas KIeTKa KPOBH, MPEJICTABICHHAS Pa3HBIMHU KJICTOYHBIMU
(hopmamu: HEHTPODUITBI, MOHOIUTHI, TUM(OITUTHI, S03UHOMUIBI, 0A30(PHITBL.

3anminaet opraHu3M OT HH(EKIHi

JIelKOIHUTO3 - HM30BITOYHOE KOTHYECTBO HCﬁKOHHTOB B KpOBHU
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MerakapuouuT - 'MraHTCKasl KJIE€TKa KOCTHOI'O MO3ra, NpOoAyLMpYyHOIas
TPOMOOITUTHI

MneﬂorpaMMa - pe3yiabTaTr MUCCICA0OBaHNA KIJIIETOYHOI'O COCTaBa KOCTHOI'O
Mo3ra, IMoJIy4€HHOI'O IIPH BBIITOJIHCHUN CTepHaHLHOﬁ ITYHKIIUA

Mueaonpoaudgepanus - n306ITOYHBIA POCT MUCIIOUIHBIX KIETOK KOCTHOTO
Mo3ra

Mmueno¢pudpo3 - pa3BuTHE COCTUHUTEIHHON (PyOLIOBOW)TKAaHM B KOCTHOM
MO3re

MyTtauus - 13BMEHEHHUE CTPYKTYpPbI IT'€Ha

Myramusa JAK2 V617F - nanGonee gacto oOHapyXuBaeMas MyTanus y
6ompaBIX XMITH

Heonaa3zust - HOBOOOpa30BaHKUE WK OITYXOJIb

Opdannoe 3a0601eBaHue - peaKoe 3a00IeBaHus, 00OHApY)KUBaeMoe He boee
geMm y 10 genoBek Ha 100 000 HAceneHMS

OcTphlii MUEJIOUAHBIN JeHK03 - MUEIONIHAS HEOTUTa3 s, XapaKTepU3yIo-
mascsa MOsIBJICHUEM B KOCTHOM MO3IC€ M KPOBU MOJIOABIX KJICTOK, KOTOPBIC
Ha3bIBAIOTCS OJIACTHI

IMepBuunblii Muea0puoOpPo3 - 3adoneBanue u3 rpymmbl Ph-HeraTnBHBIX
XMIIH, xapakTtepusytoleecsi pa3pacTaHHEM B KOCTHOM MO3T€ COEIMHH-

TeNbHOH (PyOI1I0BOIT) TKAHH

HocTnomuuTeMuyeckuii Mueaoduopos - mruenohndpo3, pa3BUBIINNACS y
OONBHBIX UCTUHHON MOIUIIUTEMHUEH

[MocTTpoMboTEMUYECKI MIET0(PUOPO3 - Muciohudpo3, pa3BUBIIUNCS
y OOJBHBIX 3CCEHIIMALHON TpOMOOIIUTEMUEH

CnJjieHOMeraJjus - maroJIorn4ecKoe YBCIMYCHUC pasMEPOB CCIIC3CHKU

CnjieH KTOMMUS - OIICPATUBHOC YAAJICHUEC CCIIC3CHKNU
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CTepHaJILHaﬂ INYHKIMS - METO/] MCCJICIOBAHUS 110 U3YUCHHUIO KJICTOYHOI'O
cocCTaBa KOCTHOT'O MO3ra

TpancmiiaHTanUsa reMONOITHYECKUX CTBOJIOBBIX KJIETOK - METOJ Jeye-
HUS, IPU KOTOPOM UY>KE€POJIHBIE (JJOHOPCKHE) TEMOIIOATHYECKNE KIIETKH, 3a-
TOTOBJICHHBIE M3 KPOBH, BIMBAIOT OOJFHOMY TOCJE MPEABAPUTEIHHOTO TPO-
BEJICHHOW XUMUOTEpauu

TpaHCIIAHTALMSI KOCTHOIO MO3I'a - METO/| JICUCHMUS, IIPH KOTOPOM 4dyKe-
POIHBIE KIETKH (JIOHOPCKHE) KIETKH KOCTHOTO MO3Ta BIUBAIOTCS OOIEHOMY
MOCIIe TIPEABAPUTENHHO MTPOBEACHHON XUMHOTEPATIIH

TpenaH - UHCTPYMEHT ISl BBITTOJIHEHUS TPETAaHOOMOTICHH
TpenanoOMONCHsI - THUCTOJIOTHICCKUIA METOI UCCIICOBAHIS KOCTHOTO MO3-
ra, MpU KOTOPOM M3 TTO/IB3/IOIIHOM KOCTH 3arOTaBIMBAETCS KyCOUeK JTHHOM

1,5-2,0 cm

TpenanoOMONTAT - KyCOYeK KOCTH I THCTOJIOTHYECKOTO HMCCIICIOBAHUS
KOCTHOTO MO3Ta, TIOTYYCHHBIN TP BRIMTOJTHCHUH TPEIAaHOOUOTICUT

Tpom0 - mprXU3HEHHBIHN CIYCTOK KPOBH B IPOCBETE KPOBEHOCHOTO COCYyAa

TpoMOOIUT - OGenast KJIeTKa KPOBH, MPEICTABICHHAS PA3HBIMHU KIICTOYHBIMHA
hopmamu: HEUTPODUITBI, MOHOITUTEI, TUMGMOITUTHI, 203UHOMIIIEI, 0230 HUITEI

TpomM00IUTO3 - N30BITOYHOE KOINIECTBO TPOMOOIINTOB B KPOBHU

TpomoounuTonenus - 0e3bsAepHBIC KIETKH KPOBU, IPUHUMAIOIINE yIaCTHE
B CBEPTBIBAHUU KPOBH

DepPPUTHH - OCITKOBBIN KOMITICKC, BBITOHSIOIINA POJTH JACTIO XKelie3a
Dj1e00TOMHUS - KPOBOITyCKaHNE

Xesarop keJie3a - JICKapCTBEHHbIN Mpenapar, CBA3bIBAIOIINI 1 BHIBOSIIIMMI
JKeJle30 U3 OpraHu3mMa

XMIIH - rpymmna 3a005eBaHMii, XapaKTePHU3YIOLIIXCS yCKOPEHHBIM Pa3BUTH-
€M KOCTHOI'O MO3r'a
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XpomMocoma - BHyTpUsIIEpHAsi CTPYKTYpa, B KOTOPOH COCPENOTOUECHA OCHOB-
Hasl 4aCTh HACJICICTBEHHON MH(OPMALIUU

[uTopenyKmms - mojaBjicHUe MPOAYKIIMU KJICTKAMH KOCTHOTO MO3ra Kiie-
TOK KPOBHU

OpuTpOMeJIAIrus - 00JIe3HEHHAs! PUITYXJIOCTh MaJIbIEB
OPHUTPONOI3CTUMYIHUPYIONINE MPENAPATHI - JICKAPCTBCHHBIE MPeNaparhl,
HalOMHUHAIOLIUE CTPYKTYPY SHAOIE€HOIO SPUTPOIIOITUHA U CTUMYIUPYIOIIHE
NPOIYKIHUIO 3PUTPOLUTOB KIETKAMU KOCTHOTO MO3Tra

OPHUTPONOITUHBI - JEKAPCTBEHHBIE MpenapaTe, CTUMYIUPYIOIINE TPOAYK-
LU0 SPUTPOLMTOB B KOCTHOM MO3re. XapaKTepU3yIOTCsl KOPOTKUM HEepHO-

JIOM ¥ TPeOYIOT YacTOTO BBEJICHHUS

OPUTPOUHUT - KpacHAs KJIETKA KPOBHU, TOCTABJISIONIAsT KUCIOPO OpraHaM U
TKaHSM

OPHUTPOLUMTO3 - N30BITOYHOE KOJIMYECTBO IPUTPOLIUTOB B KPOBH

OcceHIHATbHAS. TPOMOOIMTEMUSI - 3a0oneBaHue U3 rpymisl Ph-Herarus-
HeIX XMIIH, xapakrepusytomieecs: H30bITOYHON MPOAYKINEH TPOMOOLIUTOB

Ph-meraruBabpie XMIIH - rpynma 3a0osieBaHUil, XapaKTEepPH3YIOLIUXCS

YCKOPEHHBIM Pa3BUTHEM KOCTHOTO MO3Ta U 0TcyTcTBUEM Duianenbpuiickon
XPOMOCOMBI
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MOCT MHJIOCepaAHsA

MENPErMoHaNEHaA o0 WEeCTEEHHAA OPraHn3aLKnA

mm-blood.ru

MesxpernonansHas OomiecTBeHHass Opranu3anus
[IOMOIIIH TTallM€HTaM C TeMaToJ0rn4eCKUMHU

3a00JIEBaHISIMU
"Moct muiocepaus”




