XPOHUYECKHE MUETOMPOIH-
(pepaTuBHBIE 3200 1€BAHUS

U.A. HoBuxkoBa



XPOHNYECKHE JICHKO3bI

I'pynna omyxojied KpPOBETBOPHOU TKAHMU,
BO3ZHMKAKIIUX BCJICACTBHE OIIYX0JCBOH

TpaHchopManuu CTBOJIOBBIX
MOJTUNOTEHTHBIX KJIETOK WJIU
KOMMMTHPOBAHHBIX KJIeTOK-
npeaecTBEHHUKOB.

0 MueaonposandeparuBHble 3a001eBaHNA
0 JIumdonpoaudeparuBHbie 32001€¢BaHUSI



INMUIAEMHUOJIOruA JIEHK030B

IlIupe pacnpocrpaHeHbl B BbICOKOPA3BUTHIX
crpanax. B Espone ( u B beaxapycu) 8-10
caydaes Ha 100 TbIC HacejieHHMSI B TOA.
CMepHOCTH OT JICHKO030B COCTABJIAECT OKOJIO
1% or o0menn cvmeprHocTH, 4-5%

CMEPTHOCTH oT 3JI0KA4Y€CTBEHHBIX
omyxoJjieri. Y jgeren - okoao0 50%
CMEPTHOCTH oT 3JI0KAY€CTBEHHBIX

OIYXO0JICH.



INMUIAEMHUOJIOTrUA JIEHK030B
(mpoxoJIsKeHHe)

DaKTOpbI, CIOCOOCTBYOIINE PA3BUTHIO 3200/1I€BAHMA:
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XMMHYECKHE — DHA0- M IK30IreHHbIe (0eH30J1, HUTOCTATHKH,
AHTHOMOTUKHU(JIEBOMULIETHUH) U JAP)

du3nyecKue — HOHU3HPYIOIIEe H3JIy4YeHHe, BHOpanus,
pe3kHe KoJedaHusa TeMieparypbl. Oco0eHHO - couyeTaHHe
MAaJIbIX 103 pagvalii ¢ XMMAYECKUMH (paKTOpaAMU.

JIEMK030reHHbIe BUPYCHI.
NUmmyHonepuuunTsl.

HacaeacrBennble ¢dakrTopsl. Ileperaercs HeCTAa0MIBHOCTH
XPOMOCOM B OIIPeACJICHHOM PAAY KJIETOK.

HenoJtHOmEeHHOCTh penapaTuBHBIX MPOoIECCOB B
OpraHmusMe.



3a00J1eBAaHUA MUEJIOUTHOM

rPyninbl JEUKO30B

XM3: xponmueckmii __ mmesonaeiikos  (BCR/ABLY),
JpUTpemMus (MCTUHHAA NOJUIUTEMHA), TEPBUYHBLIN
(uauonarnyeckuu) Mueaopudpo3, ICCeHIMATbHAA
TPOMOOLIUTEMHUS], XPOHHUYECKHUHA  I03UMHO(PUIBbHBLIH
JENKO03, XPOHUYECKHUH HEUTPOPUIbHBIN JICHKO3,
MacTouuTo3, XM3 HekIaccupuuupyemoe.

XM3 ¢ muejoaucnIa3Ue:

XPOHUYECKUU MHEJIOMOHOIMTAPHbIN JIeHKO3,
arunuyHbii XMJlI (BCR/ABL’), 10BeHMJbLHBIA XP.
MHEJIOMOHOIMTAPHbIU JIeNKO03, XM3 C
MU EJIOAMCIIIA3HECH.




XPOHHUYECCKHH MHEJI0JICHKO3

Bospacrt - 20—60 ser, pexe B
CTAPYECKOM, COBCEM PEaKO Yy AeTeH 10
10 jger. OauHaAKOBasE 4aCTOTA Y MYKUYUH
U JKeHIIHH.

Mopdosoruyecku cyocrpar onmyxojad -
co3peBaOIliie U 3peiible I'PAHYJIOIMUTHI,
yaime BCero HeuTpopuibl (BbIACJAAIOT U
303MHO(PUIbHbIC BapuaHThl XMJI).



IlaToreHes XpoHH4YECKOIo
MU EJI0JIeNK03a

3i10KkayecTBeHHasE  TpaHcdopManusa CKK, COXpaHsIoIen
COCOOHOCTh K U depeHIMPOBKE U CO3PEBAHUIO 10 3PEJIOM.
IlepBuyHOe TMOpakKeHWe KOCTHOI0 MO3ra — HapacTraHue
ONMYX0JIEBOM MACChl — BBITECHEHHME HOPMAJbHBIX POCTKOB
KpoBeTBOpeHUA (Hed(h(PeKTUBHBIN IPUTPOINO0I33, AYTOAHTUTEJIA K
IPUTPOKAPUONMTAM M TPOMOOLMTAM, aHEeMHUsI |
TPOMOOLMTONIEHUSI — 3aMelleHUue KMPOBOIr0 KOCTHOIO MO3ra,
HHPUIbBTPpAUA JIEMKO3HBIMHM KJEeTKAMH OPraHoB U TKaHEWH:
JIeNKOCTa3bI B cocyaax, HApYyICHUS MO3I0BOI'0
KPOBOOOpAalIeHusl, CIIJICHO- , FeNaToMeraJjusi.

Ilo Mepe mnporpeccupoBaHusi 3a00JieBaHMsI — MYTallMd B
OIlYX0JIEBOM KJIOHE — Pa3BUTHE HOBBIX CYOKJIOHOB C BbICOKOI
npoJudepaTiBHON AKTHBHOCTBI0 — MOTEPS CIHOCOOHOCTH K
CO3pPeBaHUI0 — TePMUHAJIbHAS CTAAUS.



O6pa3oBaHue punagenbdumnckon
XPOMOCOMB

MiMmeHeHHAA xpomMocoMa 9

XpoMocoma 9 MsmcHcHHas

XpDMOCOMa 22
XponocomMa 22 [Ph-<poMocomal)
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PdOuiiageabMUUCKAA XPOMOCOMA

duiiageabpuicKas XpoMoOcoMa (Ph-xpomocoma) -
XPOMOCOMHBIA MAapKep OIyXo0JeBOro KJoHa npu XMJl -
TpaHcjaokanua t(9,22) - mepeHoc NporooHkoreHa c-abl us
00BIYHOI0 NOJIOYKEHHS HA 9-H XpOMOCOMEe B PAaCHOJIOKEHHE
resa ber Ha 22-u xpomocome ¢ 00pa3oBaHHeM XMMEPHOI0 reHa
bcr/abl. Ilpoaykr 3T0ro reHa (PYHKUMOHHPYET Kak
THUPO3MHKHWHA3a, HMIACHTUYHAA MNPOAYKTY reHa c-abl, HO ¢
MOBbINICHHON (DEPMEHTATUBHON AKTUBHOCTHIO.

Ph xpoMocoma BBISIBJISIETCS BeCh MEePUOI 00JIe3HM.
1o 95% cayyaes XMJI — Ph no3zuTuBHBIE

5—8% XMUJI B3pocabIx U Bce y aeren 3-5 jer - Ph —HeratuBHoe

3a00/1eBaHue (0os1ee arpeccMBHOE, MEHbIIIe
MPOAOJIKUTEIbHOCTD KM3HM)

BeisBiaenune Ph-xpomocomebi: I P uiau ¢ nomomebro JIHK-301108B



Kananuyeckoe Teuenue XMJI

HavanbHass  cragusi. IlepBble  nposiBjeHHs-
ACTEHHYECKMII cHMHApoM, ''Jeryuyue" 0o B
cyctaBax, THKeCTb B JIEBOM  moapedepbe
(YyBeaHM4YeHHE CeJIe3eHKH).

Pa3BepHyTasi cTaausa: YBeJUYCHUE CEJIE3CHKH, MO3Ke
[eYeHU, HHoraa J/y, TacCTEeHHYEeCKHHU CHHIAPOM.
AHeMM$l, TIPUCOCAUMHSAIOTCH HHTEPKYPPEHTHbIE

3a00/1eBaHUA (MHEeBMOHMUS, JABC-cunapom),
[IATOJIOr M MOYEK (THNepypUuKo3ypus).
TepmunaabHas  craguga  XMJI:  HapacTranue

HHTOKCUKAIIMM U AUCTPOPUUYECKHUX U3MEHCHUU B
OpraHax, KaxeKcHusi, KpOBOTOUYUBOCThb, TPOMOO3HI.



JlaboparTopHbie nmokazarejau npu XMJI

Ha 1 craguu nepudepuyeckasi KpoBb:

JeiikonuTel 11 (Bbime 20-30x10%/11, nnorna 6osee 100x10°/:)
YMEPEHHBbIN 3PUTPOLMTO3

HB B HOpMe, mO3Ke | |

HelTpoduie3, CABUI BJIEBO 10 MUEJIOIUTOB

11 203uHOGMIBLI M/MIM O0a3oduiabl (accouuanus). boibinoe
KOJIMYEeCTBO 0a30pUJI0OB B MOMEHT [JHATHOCTUKH — ILJIOXOM
NPOrHOCTHYECKUU  mnpu3dHak. Mopdosoruss rpaHyJonHUTOB
CYLIECTBEHHO HE U3MEHECHA

HOPMOOIACTbI (00OBIYHO Yy OO0JBHBIX C PE3K0 YBeJINYEHHOH
ceJIe3eHKOM)

eIMHHUYHbIE 0J1aCThI (MHOIIA)
CO3 B HOpMe

TPOMOOIMTHLI B HOPME. |1 - IJIOXOHM MPOTrHOCTHYECCKHH NMPU3HAK,
KOTOPbIA MOXeT ObITh IMEePBbIM MPOSIBJCHHEM MHUEJOUIAHOU
npoJundepanuu.



JIaGopaTopubie moka3zareau npu XMJI

IHynkuusa KM na 1 cragum:

I'nnepmiasusi  KJIETOK TIPaHYJONMTAPHOIO psaxa (3a cuer

He3peJbIX U 3pebiX (pOpM), COOTHOIIEHHE JEHKO:IPUTPO — 10
10:1.

KOIHYECCTBO JSPUTPOKAPHUOLIMTOB — HOpMa HJIH OTHOCHTC/IBHO
CHHU?KCHO.

OjacTHbIe KJeTKHM - He Oosee 5% (nmpuOiausureabHo y 1/3
00JIbHBIX)

TpenmanoOuoncuss — THUCTOJOTHYECKH YMEHbIIEHO KOJHUYECTBO

"KHPOBOM TKAHH, MCTOHYEHbI KOCTHbIe OAaJIKH, THIEPIJIA3USA
KJIETOK I'PAHYJOLUTAPHOIO psijia.

buoxumuuyeckue nmokaszarejau: 111 comep:kaHue MO4YeBON KHCJIOTHI B

ChIBOPOTKe — (OTpa)kaerT ypOBeHb MHTOKCHUKANUHU). OcTajbHbIE
MOKa3areJidi — B 3aBUCHMOCTH OT OCOOCHHOCTEH 3a00J/IeBaAHMS.
MoxkeT ObITh YBeJIMY€H YPOBEHb r'HcCTaMuHa, B12.



JIabopaTopubie moka3zareau npu XMJI

Pazeepuymasn cmaousn nepughepuueckasn Kpogv:

HapacTaroluii aerikonutos (1o 100 u 6onee x107/1)

YBEINUCHUE JOJIU MHUEIO0-, IIPOMHUECIIOIUTOB, YMCHBIICHUEC
c/q

YBEJIIMYCHUE KOJIMYECTBA 03MHO(PIIOB U/ 0a30(hUII0B

M3MCHECHHE MOP(OJOruyd TpPaHYJIOLUUTOB (AaTHIIMYHBIC
()OpMBI,  CHIKCHHE  CHCHU(PUYECCKOW  3C€PHUCTOCTH,
BAaKyOJIHU3alMs IApa U MUTOIIA3Mbl, HOIAMOP(PHU3M SIIED -
AHU30IIUTO3, AaHWU30XPOMHS, YBEIMYCHHE IUIOMMIAIM SJIpa,
TUIIO- WJIM THIEPCETMEHTAIIN )

omactel oT 5 10 10%
aHeMUS (HOPMO- WJIM THIIEPXPOMHAas ), MAKPOLIUTO3



JlabopaTopHbie nmoka3areau npu XMJI B
Pa3BEePHYTOU CTAAUU (IPOAOKEHME)
KoCTHBLIM MO3T :

s THNEPKJICTOUYHBIN, COOTHOIIIEHME JICUKO
/3putpo 20:1 u 6oJ1ee

= YBeJHYEeHHE He3peabIX (pOpM rpaHyJI0LUTOB

= a0COJII0THOE YMEHbIIEHHUE KOJINYEeCTBA
IPUTPOKAPHUOLIUTOB

m MErakapMolHUThbI B HOPMeE

Huroxumusi: || AKTHBHOCTH  IICJOYHOH
(bocharassl 1 MUEJTONEPOKCHIAZHI



/InHaMuKa mokasarejie B Ipoliecce
JeueHnusa XMJI

[IpoIOJDKUTEIBHOCTD )KU3HU O€3 JieueHMs — 2-3 roja, npu
nedeHuru - okojo S5 jet (1-11). Jledenune ynydimaer
KaueCcTBO Ku3HU. HeoO0xoaum dYacTeld KOHTPOJIb
KOJIMYECTBA JICMKOIIUTOB, a HHOTJAa M TPOMOOIIMTOB
(uepe3 1-2 aHs, y HEKOTOPBIX OOJIbHBIX KaXKIbIA JICHB).

Heab3s TOIYCKATh OBICTPOIO CHMIKEHU S
koaudyecTtBa JeuxkouuroB (OIIH  BciuexacrBue
TUTIEPYPUKO3YPHH ).

[lon BausHMEM J€UeHHUS y OOJBHBIX Pa3BUBACTCS
pemuccusa. KapTumHa KpoBH: IIOJHAsT HOpMa WIIM
HEeOOJIBIITON 11/ CIIBUT.



KapTuHa KpoBH NPH pelUAInBe

Penuaus HeusOe:xxeH. KapruHa KpoBu npu

peuuauBe: BbIPaKeHHOE U3MEHEeHHUe
MOP(OJIOrUN KJIETOK - neJbrepu3anus
OTHOBPEMEHHO C runepcerMeHTamueu,
AarpaHyJsipHOCTb, ACHHXPOHHOCTDb
co3peBaHuA gaApa MU HUTOILIA3MBI
(0azopuiausa pUMTOMIA3MBbI), AHEMHA Yallle
rUnepxXpoMHas MAKpPOIUTAPHAas,

Merajo0jacTbl B KpoBH, KoJabla Kedora (
CJIeACTBHUE JeHCTBUA HIUTOCTATUKOB).



J/InHaMuKa nmoka3zareJjied B mpouecce JeYeHus
XMJI

IlpeaBeCTHUKH TEPMHUHAJIBLHOU CTAANMU:
< AHeMHS BbIPA’KEHHOM CTENEHHU

¢ YBeqmueHue 0a30(puj10B

< MoHouuro3s

< IlosiBjIeHHEe HOPMOODJIACTOB

¢ @OparMeHTanud sijiep MerakapuouuToB

IJ1IaBHBIM TNPHU3HAK TEPMHUHAJIBHOM CTAAUMA —
VXyAIIEeHUEe COCTOSTHUS 00JBbHOI0 U KAPTHUHBI
KPOBH HA (pOHE AKTUBHOIO JICUCHHUS.



JIabopaTopusbie mokaszareau npu XMJI B
TEPMHUHAJIBHON CTAAUM

Ilepudepuueckass KpoBb:

JleiikounTo3 (o 1000x10°/:1)

AHeMMS MAKPOLUTAPHAS TMIIEPXPOMHAasA
Meraso0aacTsl

TpombOomuTONIEHUSA

Heunrponenus

baactel 10 30% 0oJ1ee (B 01acTHOM KpH3e)

MuejneMusi — KAPTUHA KPOBM HanloMuHaeT KapTtuHy KM.
KoCTHBIM MO3T:

s buaacrel (15-99)

s Pe3koe yrHereHue rpanyJio-, JpuTpPoO- 1 TPOMOOIUTONO0I33a

s llomumoppuzm  kiaerok, saaep (ypoanuBas  ¢opwma,
cerMeHTaIus)



Bapuanrtbel XMJI, ncxoanl

J03UHO(PUIBbHBIN BAPHAHT - mpeodJagaHue
[PEeMMYILIECTBEHHO 3peJbIX 303MHO(HUIIOB NPH
OTCYTCTBMHM WJIH MAaJIOM KOJHYECTBE He3peJbIX
¢popm. OagHako HHOIAA BO3MOXKHO 00JIbIIOE
YHUCJI0 I03MHO(PUIBbHBIX MUEJIOLATOB.

bazopMibHBIN BapUAHT -  mpeodsaxaHue
0a30(puJ10B B KJIETOYHOM cyOcTpare.

Ucxoasl XMJI: 0acTHBIN Kpu3 (HandoJ1ee 4acTo),
Muea0¢pudpo3, reMarocapkoma.



JAuddepenumnanpuas quarnocruxka XMJI:

m JleikeMmouaHbIe peakiuu
HEUTPO(PUIBHOI0 THIIA

m CyOueikeMUYeCKUH MHUEJI03
(Mues10(pudpPo3).



Ummynonozuueckuit penomun o1acmoe

JuddepeHIUPOBOYHDbIE
AHTUT CHBbI

BapuaHT 0J1aCTHOTO KpH3a

CD34 HLA DR

CtBoJ0BOKJIETOYHBIN (15%)

Muesouaabie 1 JUM@POUIHbIEC

CMennIaHHBINA

CD10 CD19 HLA DR JIumdooaacTubii (20%)
CD15 Muegooaactasbii (60%)
CD13 CD14 CD11b Mues10MOHO0JIACTHBIH
Inmukogopun A JPUTPOOIACTHBIN
CD41 nam CD61 Merakapuo0/acTHbIH
Ha nporsskeHMum  OJIaCTHOIO  KpU3a  MOXKET  HA0IIaThbCA

MepeKJIIYeHMe HMMYHOJOIHYeCKoro peHorumna 0JacTHOM KJIETKH C
MHUEJTOUIHOT0 HA JUMGOUTHBIA U HA000POT.




[IepBudHbBIM MUETIO(DUOPO3

IlepBuyHbId MHUeEI0(PUOPO3 (CYyOIeMKEeMHUYECKUH
MM EJ103) — XPOHHUYECKOE
MHUeJIoNpoJandepaTuBHOE 3a00/1eBaHHeE C
npoaudepanuern  MErakapuomUTAPHOIO |
PAHYJIONUTAPHOIO POCTKOB H PasBUTHEM
¢puodpo3a. OnyxoseBas TpaHchopManusad HaA
ypoBHe CKK Mim kjaerku mnpeaimecTBeHHHUIbI
MHEJI0I033A.

Mopdoioruuyeckuii cyocrpar 3a0oJieBaHUS -
KJIEeTKH I'PaHYJ10-, TPOMOOIIUTOI0I3A.



IlaTrorenes cyd/ieMKEMHUYECKOI0
MHEJ103a

MyTanuM reHoB, odecneyuBawIIUX AU epeHIUPOBKY
KJEeTOK MuejgouaHoro pocrka (GATA-1, JAK-2) —
npojupepanus MErakapuoIMuTOB,
MOHOLMTOB/MaKpO(aroB, riCTUOLIUTOB — IOBbILIEHHE
CeKpemuy PocTOBbIX (akTOopoB ((hpaKTop pocrTa
¢pudpodIacToOB, TPOMOOLIUTAPHBbIHN, COCYIUCTHIN
pocTroBbie (akTOpbl M aAp.) — npojupepanus
(pudpodIacCTOB — CHHTE3 MMM KoOJJIareHa + CHHTE3
(paxkTOopa, HHTMOUPYOIIEr0 AKTUBHOCTH KOJLJIAr€HA3bI
(Merakapuouutsl) — ¢uopo3 KM, ocreockiepos3 —
JICUKO3HAsI HHPUIALTPANMA B JAPYrdxX oOpraHax
(ceie3eHka, Ji/y, Ne4YeHb)



KianHnyeckas kapruHa Mmuejio(pudposa

3a0oeBaHMe BCTpeyaercss yvalue B
mokujioM Bo3pacte. llpoxoaur Te Ke
craaum  pasButusa, 4o U XMJL
IIpeodiagaer T100poKaYeCTBEHHOE
MHOI'0JIETHEe TedeHue 00JIe3HHM ¢
MeAJIEHHBIM YyBeJHMY€eHHMEM PpPa3MepoB
CeJIC3CHKM.



Kimau4deckast KapTuHa Mmuej0pudpo3a

Ocnoenvle cumnmomol 001€3HU:

0 CIUICHOMETAJIUA pu CyOJICHKEMHUYECKOU
(aJT€MKEMHUYECKOM ) KApTUHE KPOBU

0 Muero(puOpo3 KOCTHOIO MO3ra

0 MHEIOMIHAs METara3usl CEJIC3CHKH, IICYCHH, PEAKO J1/y

Hauanvnaa cmaousn - KJIMHMKAa HE BBIpaXXCHAa,
CILICHOMETaJINS.

Pazeepnymasn cmaousa. 1enaroCIICHOMEraans, aHEMMUS,
OpaKCHUE  JPYrMX  OpraHoB  (dKCTpaMenyUISIpHOE
KPOBETBOPEHHE), reMopparu4eCcKui CUHAPOM
(tpomOonuronieHust), 4daime B JKK'T, uHTepKyppeHTHEIE
MH(EKIIHH.



JlabopaTopHbie NPU3HAKH
Muea0¢pudposa

Hepugepuueckan kpogw:
n Jeiikoyumos (10,0—20,0 - 10°/:1)
s He3HauuTeabHBIH CABUT (10 MHEJIOLMTOB)

n U3meHeHue MopQosioruu HeUTPO(PUI0B
(ACMHXPOHHOCTH CO3peBaHMA AaApa |
HUTOILIA3MbI, ArpaHyJspHOCTb, TIHNO- M
rMIEePCErMEeHTUPOBAHHOCTD)

m AHeMHS HOPMO- WJIH THIIePXPOMHAas

s AHHM30LIMTO3, MOMKHJIOUUTO3, HOPMOOJIACTHI,
HEeBBICOKMH PETUKYJIOIUTO3.



JlabopaTopHbIe NPpU3HAKN MHEJI0(PUOpo3a
(mepudepuyeckas KPpoBb)

s TpoMOOIMTO3 - B HAYAJBHON CTAAUU 3200J1eBAHUS
400—600 * 10°/:1, mo Mepe pa3BuTHA Jeliko3a 1 MuIH u
Oosiece, JepPKUTCA [JO0JI0 M MOXKET SBJIATHCAHA
IPUYUHON HapymieHun remocraza. Ha mo3gHmx
yTanax — TpoMoOouuToNneHus (BciaeacrBue (puodposa).
Pe3ko  HapymieHa  mopdoJoruss  TPpOMOOUMTOB

(AHM3011MTO3, MaKQOg!OQMI)I M T.JI1.)

s buoxumuueckme Mcciaeq0OBaHMA: THIIEPYPUKO3ECMMUS,
rMIEepypUuKo3ypus, 0COOECHHO B Iepuo/I
HUATOCTATHYCCKOU MJIM JIYYEeBOU Tepaluu.




Kapruna KM npu muenopudpose

Hynkrar KM:

NU3MeHeHusi BapuadeJbHbl, B 3aBHCHMOCTH OT
npeodJagaHusi OAHO-, JIBYX- WJIH TPEXPOCTKOBOIO
MopaskeHusi KPOBETBOpPeHMSA H Mueaopuoépo3a B
KOCTHOM MO3re.

Kiaerounoctb KM  yBeanmuyeHa, COOTHOIIECHHE
Jenko/Apurpo 1. MerakapuouuTsl T, aTHIHUA
(TUraHTckMe, ckjaagdarble  siipa.  Hapviienme

CO3pPpEBAHUA M I]P. ).

Huroxumus: 771 meaounou pocharassl u HIUK.

buonrar Jyuiie, YeM NYHKTAT: Mueaoduopos c
runepIiasyen  MerakapuouuroB,  YTOJIIICHHE
KOCTHOMO3HOBBIX TPa0eKyJ1 (0CTEOCKJIEepPo3).




Kputepun agmarHosa

OCHOBHbIE:

s ATUNMYHbIe Merakapuouutbl B KM, runepnnasung
rPaHyIOLUUTAPHOIO N MerakapuounTapHoOro PoCTKOB

s OTCYyTCTBME [OMArHOCTUYECKUX KpUTEepueB ApYyroro
XM3

s [ eHeTnyeckne Mmytauum
[JononHNTENbHbIE:

= Hopmobnactbl B 1K

s AHEeMuUs

s CnneHoMeranug

s [loBbilweHune J1AI




TepMuHajabHada craagusa Mmuea0pudpo3a

Ucxoanl Mmuenodpudposa:

m 0JIaCTHBIA KpHU3 1o THITY OCTPOIo
MHUEJI0JIEHK03a, OCTPOr0 MHEJIOMOHOIUTAPHOIO
JIerKo3a, OCTPOro Merakapuo0J1acTHOIO
JICUKO032

= aIJIa3usl KPOBETBOPEHUS
s Tpanchopmanua B XMJI

= pa3BUTHE TIeMaroCapPKOMbI  CEJIE€3€HKH |
JUM(paTHIECKUX Y3JI0B.



JpUTpeMuUs.

NUcTunnas MOoJIUIUTEMHUS, 00J1€3Hb
Bake3za—Ociepa —XPOHHYECKOE
MueJonpoarpeparuBHoe 3a0ojieBaHue,
XapaKTepu3yolueecst N30bITOYHBIM
IPUTPONOIZOM B OTCYTCTBHE

(pM3M0I0OrHIECKUX CTUMYJIOB.

Berpeuaercss nmpeMMYIIECTBEHHO Y JIMIK
MOKUJIOT0 BO3pacra.



JpUTPEMHUS - [1aTOreHe3

Myrauusa reHa JAK-2  (daHyc-kMHa3za) —  MOBBIILICHHAS
npoJsugepanus IPUTPOLUTOB (B Oosib1IeH CTEIEeHMN),
rPAHYJONUTOB M TPOMOOUMTOB (B MeHbIeH) — TorajabHas
rUIepIvIasus TpeX POCTKOB MHEJI0M033a, NPEUMYIIECTBCHHO
IPUTPOKAPUOIIUTOB, COXPAHSAIOIINX CIIOCOOHOCTH K
au(pdepeHINPOBKEe U CO3PCBAHUI0 — HAKOILICHHE OIYXO0JIeBOM
MaCChl — YBEJIMYCHHE KOJUYECTBA IPUTPOLUTOB B COCYAUCTOM
pycie, CHHYCaX KOCTHOIO MO3ra, CeJIe3eHKe — HapyllueHue
peoJIorTuM KPOBM — THIOKCHMS TKaHed M TPOMOOTHYECKHUE
OCJIO’)KHEHHUSI — IOCTENECHHOE CHUKEHHE MpoudepaTuBHOU
AKTUBHOCTHU KJeTOK 1, 2 miam 3 poCcTKOB ¢ pa3sBUTHEM aHEMMWH,
TPOMOOIMTONICHUH WA HEUTPOIICHUM — (pudpo3Hoe
IEepepokKICHNEe KOCTHOI0O MO3ra ¢ pelyuMpoBaHHUEM IeMoIl033a
WJIM C BBIPAKEHHON TMIIepiasued rpanyjaonuTos mo tuny XMJI.



KiimHM4YecKkue nposiBJICHUS IPUTPEMHUH

B nauanvnou cmaouu - acreHusi, 0014 B 00J1aCTH Cepala,
OJBbIIIKA, CepAlleOMeHre, IMAHO3 KOXKHM M CJIU3HUCTBIX
000/104€K, KPOBOTOYHUBOCTD JI€CEH.

Pazeepnyman — s3pumpemuueckaa cmaous — 0o0J1ee
MPOAOIKUTEIbHAS 110 BpPEMEHHU. CiieHo-,
remaroMerajaus (MeHb1IIE), TPOMOOTHYECKHE

OCJIO)KHEeHHUS, Yame (aed0oTpoM003bl, HapylieHHe
TPOPUKH TKAHEH (CHJIbHbIE MOCTOSTHHbIE 00JIM B HOIrax),
rMIepypUKeMUusi U YPUKO3YypHSL.

Tepmunanvnan cmaous - OCJHOKHEHHUSI, CBA3aHHbIE C
[Opa*KeHHeM OPraHoB M COCYAOB: LHPPO3 IeYeHH,
TPOMO03 COCYI0B I'0JIOBHOI'0 MO3ra.

Ucxoabl spurpeMuu: OJACTHBIA KpH3, reMarocapkKoma,

XMJI, runomia3usi KpOBeTBOPEeHUsI U MUEJI0(pUOpo3.



Jlabopamopnuvie nokazamenu

npu I pumpemuu

Ilepudepuyeckass KpoBb:
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yBeJHYeHne KoJamdecTsa 3purpouutos (6—7 « 10!/ u 6osee)
yBeJIM4YeHHe KOHLIeHTpanuuu remorsioouna (170 r/in u 0oJiee)
nosbimeHue remaroxkpura (60—85%)

MOBBIIICHUE BA3ZKOCTH KPOBU (8—16 ex u Oosiee)

Hu3kasa CO9I (10 4 MM/49 ¥ HMIKeE)

HApYlIeHUe PeTPAKIUU KPOBSIHOI0 CTYCTKA

TpomGoumTos (500 - 10°/:1 u BbImIe)

aelikonuTo3 15 - 20 - 10°/:1, co cABHIOM 10 MUEJIOLMTOB peske MHEI001aCTOB
U He3HAYUTeJbHOW  3puTpoliaacremueii. H3meHenue  mopdgosorumn
HeUTPOPUJIOB (AHU30LMTO3, MOJUMOPPU3M sijiep, PyOdasi 3ePHUCTOCTD)

Huroxummus:

11 memounas ¢ocharaza u HHINK peaknuss B HedTpoPpuiaax (CHHKAWTCH MPH

NMPOrpecCUPBOAHUN)



Ocooennocmu KM npu spumpemuu

CrepHajibHasi NYHKIUS IIPH Y)PUTPEMHUM HEe UMeEET
00JILIIOI0 JMATrHOCTHYECKOI0 3HA4YeHHsl, TakK

Kak IMYHKTAT 00BIYHO CONCPIKUT
MpPeuMYyIIeCTBEHHO IPUTPOLMUTHI. boJiee
HHpOpPMATHBHA TPEeNmaHOOMOIICHA:

rMIEPILIa3us KPACHOI0 POCTKA, YMEHBIIIEHHE
JIeHKO-3PpUTPOOIACTHYECKOIO COOTHOILICHHUS,
VBeJIMYEHHE KOJUYECTBA MErakapuouuToB M
PA3JIMYHON CTENEHH BhIPAKEHHOCTH (pudpPo3.



Kputepun agmarHosa

OCHOBHbI€E
s YBenunyeHue HB
s MyTauug JAK-2

= [lOBbILLEHME HACBILLEHNS apTEPUANIBHON KPOBWU
Kucnopoaom (6onee 92%)

s CnneHomeranus

JononHUTeNbHbIE

= [laHMMeno3 npu TpenaHobuancmm

s CHWMXeHne CbIBOPOTOYHOIro 3pUTPOMNO3TUHA

= O6pa3oBaHne 3HAOrEHHbIX 3PUTPONAHBIX KOMOHUU in
vitro

= JlenkouuTtos
= TpoMboumnTOo3




XPOHUYECCKUH MOHOIIMTAPHBIN JICUKO3

OnyxoJib MUEIOUAHON TKaHU. Mopdosiornuyeckuii cyocTpar
- 3pEJIbIEC U HE3PEJIbIE MOHOIIUTHI.

Ilatorene3. OnyxoneBas tpanchopmamus KOE-M —
npoardepanysi MOHOIIMTOUIHBIX KIECTOYHBIX 3JIEMEHTOB B
KOCTHOM MO3I€ — YBEIIMYCHHUE HX COJICPKAHUS B KPOBU
— MH(QUIBTPALU CEJIC3CHKH U IICYCHHU.

Kiaunuka. Berpeuaercsa y monen crapiie S0 JIET, peaKo y
JIETEN MIEPBOTO I'OJIA KU3HM.

JImuTensHOe BpEM: BbIpaKCHHAs CUMIITOMATHKA
OTCYTCTBYET (4acTo  CIy4allHO JMarHOCTHUPYETC).
CruieHo-rermnaromMeraius.

[IpoaOIKUTENBHOCTD KU3HU OKOJI0 8—10 JieT
Mcxon 3a00meBaHus - OIACTHBIM KPH3.



JIaGopaTopHbie moka3zarejau npu XMoHJI

Ilepudeprueckas KpOBb:

YMEPEHHBIN JIEUKOIIUTO3

HapacTtamomui  MoHouuTo3  (Oomee  20%).
Mopdonorus MOHOIIUTOB COXpaHEHa.
[IpoMOHOIIUTEI, MOHOOJIACTHI OOHAPYKUBAKOTCS
yale B TEPMUHAILHOM CTaauM OOJIC3HH.

HopMo- wnum rumepxpoMHass aHeMuu (Ha
O3JIHUX CTAIUSIX)

TpomOoumnToneHus (Ha NO3JHUX CTAAUIX )

B Modye W KpOBU - BBICOKOE COJECpPKAHUE

JIN301[UMa.



JIabopaTopHbie nmoka3zarejau npu XMoHJI

Kocmuwvii  moze.  JlautennbHOE  BpEMI  HE
U3MEHACTCA. I1pn IIPOTrPECCUPOBAHUUA
ITOBBIIIACTCS KJI€TOYHOCTb, HapacTacT
MOHOLIUTO3. COOTHOIICHUE JICUKO/3PUTPO OJIU3KO
K HOpPMaJIbHOMY. MOHOIIMTO3 MOKET OBITh HE
OJIMHAKOBO BBIPAKEH B KOCTHOM MO3I€ M KPOBH.
Hepeako  MOHOIIUTO3  KPOBH  MIPEBBIMACT
KOJIMYECTBO MOHOILIUTOB KOCTHOTO MO3ra.

[{uToxumus: cnadas IIOJIOKHTEIIbHAST pPEaKIus Ha
MHEJIONIEPOKCUAA3Y, JIMIUbI, ITIUKOI€H, BHICOKAS
AKTUBHOCTH Hecneuu(puIecKoun 3CTEPa3bl
(uHrHOMpyeMasi PTOpUIOM HATPHUS).



XPOHHYECCKUN MUEJTIOMOHOIUTAPHBIA JICHKO3
(XMMLI).

Bo3HuKaeT B pe3ydbTrare OIYXOJECBOM TpaHC(hOpMaILuu
KOE-I'M. Mopdoaornueckuii cyoOcTpar - KIETKH
MOHOIIUTAPHOIO M MHEJIOUIHOTO psiga (MOHOOJIACTHI,
IIPOMOHOIIMTHI, MOHOIIUTHI, MHUEI00IaCTHI,
TPaHYJIOIATHI).

IlaTorenes: omyxoJIEBbIM POCT— MOHABJICHUE SPUTPO- U

TPOMOOIIUTOIT0332 — HEJIOCTAaTOYHOCTH
KOCTHOMO3TOBOTO KPOBETBOPEHHUSI.

Kanmnuka. Amnajgormyda XMownJI, oaHako  yaiie

OTMEYaAeTCsI  CIICHOMETraJIusl. [ IpoIOIKUTEIBHOCTD
*Ku3HU 5—10 jer.



JladboparopHublie mokazarejau npu XMMJI

Iepughepuueckasn Kkpoen:

m JIEMKOIMTO3 €O CABMIOM BJE€BO [0 MHEJONUTOB H
MeTaMHEeJIOLUTOB, eIUHUYHbIE 0J1acThI, a0COIIOTHBIA
MoHouuTO3 (00J1ee 1000 B 1 MK KpoOBH).

= BOJBIIMHCTBO MOHOIMTOB HE OTJIHYAETCA OT HOPMAJbHBIX,
0/IHAKO BCTPEYAIOTCH MOHOLMTHI ¢ 00Jiee rpy0oi 3¢pHUCTOCTHIO,
pe3K0 BbIpa:keH moauMopdusm sigep. Kpurepuu IMarHoCTUKH

(PADB): 0aacTroB B KpoBH 00Jiee 5%, aOCOIOTHBIA MOHOIMTO3
oosee 10°/m.

Kocmmubtit mo32: HOPMO- WJIM THIIEPKJIACTOYHbIA. baacTtel oT 5 10
20%, MNOBBLINIEHO COAEpKaHME He3peJbIX TIPaHYJOLMTOB,
NpeMMylIeCTBEHHO MUeJoUUTOB. [IpusHaku qucIpuTpono’sza u
AMCTPAHYJIOLUTOIN033A.

B Mo4e 1 KPpOBH - BBICOKASI KOHLIEHTPAIMA JTU30IUMA.
Ncxoxa - 0J1aCTHBIN KPU3.



XPOHUYECCKHNHA
MErakKapuoIUTAPHbIA JICHKO03

XPOHHYECCKUN  MErakapMomMTAPHBIN  JICMKO3

(uauomaruyeckas, reMopparnyeckast
TPOMOOLIUTEMHUSA) — MHUeEJONPoanudepaTUBHOE
3a00J/1eBaHHeE C [perMMYIeCTBEHHbIM

[OpAaKeHHEM MerakapMouUTAPHOIO POCTKA.
Berpeuyaercs yamie y JHUI MOXKHAJIOI0 BO3pacra,
pe:xke Yy Jui MoJoxe 60 Jer um jaeren.
IIpogoKuTEeIbHOCTL KU3HM 12—15  Jer.
Hcxoa: 01aCTHBIA KPU3.



XPOHHYECCKHUN METaKAPUOILMTAPHBIN JICHKO3
(KJIMHHMKA)

YBeauuyeHue  cejie3eHKH — (He0obIIOoEe), HO
[porpeccupyer mo Mepe Ppa3BUTHA 00J1€3HU,
peske renaroMerajmsa, MeAJeHHO HapacTawlinas
aHeMHUsl, TPOMOOTHYECKHE OCJIO0KHEHUS B BHJIE
(p1e00TpOoM0030B M TPOoMOO(P1eOUTOB, BILIOTH
a0 pasurusa JIBC-cuHapoma (BcjeacTrBue
HAPYIICHUSA  AHTHOTPOPHUUYECCKOU  (PYHKIIUH
TPOMOOIIMTOB U JHAOTEJMHA COCYIAO0B, CTa3bl B
cocyaax).



JlabopaTopHble moKa3areJu npu
XMKM

Ilepudepunueckass KpoBb:

s runeprpomoouuTos a0 0,5—1,5 man. u 0osee. Mopdoiorus
TPOMOOIMTOB  M3MEHEHAa:  AHM30LMUTO3, THUITAHTCKHE H
ypoasiBbie GOpMbI, THIIOTPAHYJASIPHOCTD.

s (parMeHTHbI siiep MerakapMoluTOB
= YMEPEHHO BbIPa'KeHHAsI aHEeMMUS
m JIEMKOIKUTO3 CO CABUIOM BJIEBO

Kocmuoiu mose: TMIEPKJICTOYHbIM (HO JKHpPOBasgs TKaHb
COXpaHeHa), runepMerakapuouuros (5—6 u 0Oojee B moJe
3peHHs) ¢ HapyumieHHeM MOP(OJIOTMM KJIETOK — THIraHTCKHe
MErakapMouuTbl ¢ MHOIOJONMACTHBIMHU  SIAPAMHM, MeEJIKHUE
(¢popmbl. Ilpu nporpeccupoBanuu - puOPO3 KOCTHOrO MO3ra.



BJIATOJIAPIO
3A BHUMAHUE !!!



