XPOHUYECKHUE
MUEJTOMNPONTIMPEPATUBHDIE
3ABOJIEBAHUA

0 3aboneBaHMe ONyXxoneBown npupoabl, HocsLee
KITOHOBbIN XapakTep

1 BO3HMKaloLlee U3 paHHUX NpeaLecTBeHHUL
MWEenonoa3a,

0 npuBoasawWwme K n3dbitodHomMy 1-, 2-x nnun 3-x
POCTKOBOMY YBENMUYEHUIO KPOBETBOPHbIX
KINEeTOK

0 Mopdonorndeckum cybctpaTtom KOTOpOro
ABNAITCA NPEUMyLLECTBEHHO CO3peBatoLLne n
3penble rpaHynounTbl, NPenMyLLEeCcTBEHHO

HEeNTPodUNIbLHOro paaa




Knaccudumkauma XpoHU4eCcKux

MuenonponudepaTUBHbIX
3aboneBaHun (BO3, 2008)

XMJ1, BCR-ABL1 (Ph+)-no3uTuBHbIN

nctuHHaga nonuumutemusa (M)

acceHumanbHasa Tpomooumntemus (OT)

XpOoHMYecknin nanonatnyecknin mmenodpmnbpos (MVIP)
XPOHUYECKNN HENTPOPUNBHLIN JIENKO3

XPOHUYECKNN 303UHOMUSTBbHLIM NEWUKO3
HecneunduupoBaHHbLIN

1 OonesHb TYYHbIX KNETOK

MuenonponmaepaTuBHbie OnMyxonu
cudpurumnpyemble



MpusHakn XMI3 :

[MpeobnagaHme KnoHanbHOro remornoa3a Hag HopMaribHbIM;

[MoBbILLEHHAs NPOAYKLUNS POPMEHHbBIX dNEMEHTOB OHOIO
nnu bonee pocTka remornoa3a npu OTCYyTCTBUM
br3nonorn4ecknx CTUMynoB;

BoBrneyeHne B onyxonesbin NpoLecc NosIMMOTEHTHOU
reMonoO3TUYECKOWN KIETKU,

CnocobHOCTb K pa3BUTUIO SKCTpaMeaynnsipHOro reMonoa3sa;

CnocobHOCTb K KIoHanbHOM 3BOMKOUMK 1 TpaHcopmaunm B
OCTPbIN NEUNKO3.




XMIJI

1 Comatuyeckast MytTauma - Ha ypoBHE NOMUMOTEHTHOW
KNETKW, poaoHadanbHULbl KpacHoro n 6enoro pocTka, C
COXpaHeHMeM cnocobHoCTU K andpdpepeHumamm
OMyXoneBbIX KNETOK A0 3pesiblX 3fIEMEHTOB.

- Punagenbgumnckas

- XpoOMOCOMa OTKpbITa

- nonmcaHa B 1960 .

- [Mutepom Hoyennom

- (P. Nowell) u

- Hasmoom XaHrepdopaom
A. Hungerford).
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PunagenbdunnckKkaa xpomocoma

obbeanHeHne reHa TMpo3nHknHasbl ABL 9 xpomocomsl ¢
reHom BCR 22 xpomocombl npmBoanT kK obpasoBaHuto
xumepHoro reHa ABL-BCR, koTopbIn oTBevaeT 3aBblpaboTKy
cneymndumnyeckoro cenka BCR-ABL1:

B3aMMOOENCTBYET C YacTblO KNETOYHOro peuentopa kK UJ1-3;
aKTUBUPYET BOEnKoBbIN Kackan,

NPEenATCTBYET anonTo3y KNeTok;

nogasngaet penapauuto OHK.




dunagenbdunmnckas xpomocoma t(9;22)
(ykopo4yeHHasa 22 xpomMocoma)

W3meHeHHas xpomocoma 9
Otpenexve "
HopManbHas yyacTka 3meHeHHan22
Xpomocoma 9 XPOMOCOMbI XPOMOCOMa
‘ (Ounapens-
HopmanbHas duitckan
Xpomocoma 22 XPOMOCOMa)
O o - é-bcr-abl
[I dunanenbpuiickasi XpoMocoma,
abl ) (broopeciieHTHas THOpU3aLIMs
O6pazogagLuminca
U reH ber-abl

—



Haunbonee yacTo BcTpevarowmecss XpoOMOCOMHbIE U
MONEKYNSAPHbIe UBMEHEHUS! NPU XPOHUYECKUX
MuenonponudepaTMBHbIX 3a6oneBaHUAX

XMII3 Hannbie II' 1 FISH MoJiekyJasipHoO-
reHeTH4eCKHue MapKepbl

XMIJI (9;22)(q34;q11) BCR/ABL
XPOHUYECKUI +8,+9, del(20q), MLL-FLJ1-849
HEUTPODUIBHBIN JIeMKO3 t(4;11)(q21;23)

XPpOHUYECKUH del(4)(ql2ql2) PDGFRA/FIP1L1
503UHO(DWILHBIN JIEKO3 +8, 1(17q), 8pll

HcTrHHAas monuuuTeMus +8,+9, del(20q), del(13q),  PRV-1
del(1p)

XPpOHUYECKUM del(13q), del3p24, -
UJIMOTIaTUYE CKUAM +8,+9,del(20q), yactuunas
Muenopudpos Tpucomus 1q.

DcceHiuaibHas penko- del(13q), +8,+9 -
TPOMOOITUTEMHUS

M



CtaTncTumka

1 B cpegHem 3aboneBaemoctb XMJ1 cocTtaBnsieT
1-2 yenoseka Ha 100 000 HaceneHus

1 B cTpykTtype 3aboneBaemoctu remobnacrodamu - 5
mecTo (okonol5 %)

1 MepunaHa Bo3pacta 6onbHbiX - 45-55 net (o1 20 go 60
ner)

—



KnuHuko-nabopaTtopHble

cTagun
1 | - ctapgus npegnenkosa - goknMHuydeckas (3-6 ner);
1 Il - pasBepHyTasa ctagma - remaronornyeckasa (1-1,5 ner):

1. dpasa akcenepaumm (0,5-1 ron);
>. (pasa pasrapa (npu neveHnn 5-6 ner);
o Il - TepmuHanbHasa ctagus (3-6 mec).

1 B 50% cnyvaeB - bnactHbIn Kpn3 pa3BmBaeTca 6e3
NPOMEXYTOYHON (pasbl akcenepawmu.

\



KnuHun4yeckmne cuHaApoOMBbI

Hecrneundunyeckme CUHOPOMbI;

rmnepnniacTu4eckun CUHAPOM,

Bblpa)XeHHbIN UHPEKLIMOHHO-TOKCUYECKNN CUHOPOM;
CUHOPOM UMMYHOCYMPECCUU;

aHEMUNYECKNN CUHOPOM,;

Tpomboremopparn4yeckmum CUHOPOM;

nopaxeHwue V, VIl nap YUMH,;

I
I
I
I
I
I
I
1 MOYeKucnaa HedponaTums.




Cene3eHkKka

7 IpaHcgopmauus 1uMg@pouUOHO20 KPOBEMBOPEHUS 8
MUeioudHoe — MueriongHasa metannasusa (cnneHorpamma -
BCE KIETKN MUENOUOHOro reMoroasa n HopmobnacThl; B
Nno3gHNE CPOKN — COOTBETCTBYET KITIETOYHOMY COCTaBy
NyHKTaTa rpyanHbl);

1 Pybuoebie usmeHeHuUs1 8 Karicyse Ha doHe KPOBOUIIMUSIHUA
N nHdapkToB (cneundnyeckne N3aMeHeHns CTEHOK COCYJ0B
n Tpomb03bl) - Pnbpos;

7 [loeblWeHHbIe 2eMoiumuyeckue QQYHKUUU Cerle3eHKU -

OONOSTHUTENbLHLIN PAaKTOP HapacTakLen aHeEMUN -
CKPbITbIN reMONnmns .




ceneseHka npun XMJl
(Macca 1800 r)




KnmHunyeckmne ocob0eHHOCTU TeYyeHus

1. WHTepkyppeHTHble nHdekumn (OPBW, aHrmHa,
NMHEBMOHUSA).

2. YBenu4yeHume nevYeHun - ymeHbolleHne npoTpomonHa,
rmnoanbbymmHemMusi, yBenmdeHne a2-rnodbynnHos,

3. YBenunyeHune nMMq@oyarnos - HeE3HAYUTENbHOE.

4. B cTtagnto obocTpeHUst - OCTPbIN NapeHXMMaTO3HbIN
renatuT - Xxenrtyxa (npamon ounmpybuH), aucnencus.

5. VI3aMeHeHuAa co CTOpPOHLI cepalua B pesynbraTte
HapacTaloLlWen aHeEMNN, NHTOKCUKALIUN.

6. HapylweHune kpoBoobpallleHUss rofioBHOro Mo3ra,
KULLEYHUKA (NTEMKOLUUTAPHbIA CTa3 - KPOBOTEYEHUS)

yI'IOpHaFI HEBpPalirnud, pagukymnnTt, NOJIMHEBPUT N T.4.




KnuHuko-nabopartopHas
XapakTepucTUuKa pasbl akcenepauun

1. OAK :
THenTpodunbHbIM NenkoumnTo3d go 15-20 I'/n,

1303nHObUnus, 6asodounes nnm 6azoPUNbLHO-303NHOMPUIbHAS
accounauus,

IMUEenounTbl U MeTaMUErnounTbl - eAnHUYHbIe, C TeHOEHUUEN K
HapacTtaHuto (go10-15%),

B 20-30% cny4vaeB - TpombouuTtos - oo 600-1500/n ...

9,



Mopdonornyeckue npmusHaku

NTIeNKO3HbIX KNneTokK:

| - aHU30UUMO3 2paHyIoUuUMmMo8, 0CODEHHO MMNENOLUTOB U
MEeTaMUenoumnToB;

Il - HaNMYMe aTUNUYHbIX KNETOK B pe3ynbsraTe
HECUHXPOHHOIO COo3peBaHUA sapa 1 uuTonnasmobl.

J- HAPYLUEHWE rpaHyrioreHesa — nosiBneHune rpyoom
rpanynaumm - tenbua Ayapa, cnabon rpaHynauum nnm
omcymcmeueM cneuuuyeckou 3epHUcmocmu,

- 6asodomnnua ymutTonnasmsi;

J- BaKyonusauus saapa v umtonnasmebl;

- noaumMopgbu3m ssdep (aHN30UNTO3, aHU30XPOMUS),
yBenuyeHune nnowaaun aapa,;

aTUBHbIE N3MEHEHNS s4ep No TUMY JIeNKOLUTOB
[lenbrepa.




NMepudepunyeckan kpoeb npu XMJ1 B ctaguto akcenepauum




NMepudepunyeckasn KPOBb npu XMIJl B CTaAuIo aKcernepauum
SB 7. * 100 'é 3 [ LU0 TP ovev o

n W - ..‘J.




KnuHunko-nabopaTopHaa xapakTepucTuka

da3bl akcenepauumn

2. Bnoxnmus:

JnoBblWeHne: vit B12,

JnakTaTaerngoreHassl,

JTpaHckobanamuHa,

ICbIBOPOTOYHOIO Fe,

IMOYEBOW KUCIOThI,

IMCTaMuHa,

13PUTPONO3TUHOB.

13. TpenaHoGuoncusa: rmnepnnasnusa MMeNoNaHON TKaHW.

4. Untoxmmusa: cHwkeHue wernoyHou cbocchamassl,
MUenonepokcmnaasbl, UAMEHEHNE COAEePXXaHUS TMNUKOreHa u
nw




OnpenenaeHue ea09HoM (hocdarassbl.
[Ipu 1eMKEeMOUIHBIX PEaKIMIX U
MHEI0(PUOpO3€e aKTUBHOCTH (hepMEHTA
1 MOBKIILICHA, a MPU TUIIMYHOM Ph-
| MOJ0KUTEIHHOM XPOHHUYECKOM
MMEJOJIENKO3€ — CHUKECHA.

LIuTOXMMHUYECKOE ONPEACIICHUE
neao04Hon gocdarassl.

OnpenesicHue akTUBHOCTH
MHUEJIOTIEPOKCHUIA3bI TACT
BO3MOKHOCTb U PEepEHIIMPOBATh
MHEN00JIaCThl 1 MOHOONACTHI OT
nuM(po0IacTOB TIpH
HeIn(pPepEeHIIMPYEMBIX BaprUaHTaxX

T JIEMKO3A.
LluTtoxumu OIIPEJICTICHUE

MUCIIOIICPOKCHU IA3bI.



=¥
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[luToXUMHUYECKHE OTIPEAECIICHUE
IJIMKOT€HA C TIOMOIIBI0 PEAKTHUBA

Mudda (mudd-itonnas kucnora).

[utoxumuue
ITOMOII[BIO CyJAaHa Yep

KonnenTpanus PAS-110J10KATEIIEHOTO
Marepuana B KICTKax
TPAHYJIOLIMTOIIO0A3a HAPACTAET 10 MEPE
CO3pEBaHMS KJIETOK.

[loBbIlIEHUE COEPIKAHUSA JIUTIN OB
B HEUTpoQHiIax HaAOI0IaCTCA IpU
OCTpBIX JIeHK03aX U 000CTPEHUH
XPOHUYECKUX JTEUKO30B. [Ipu
XPOHUYECKUX JIEMKO3aX B IIEPUO/T
PEMUCCUU COJECPHKAHUE JIMITUIOB B
IPaAHYJIOIUTAX PE3KO CHUKEHO.

CACJIICHHUC JTUIIMO0B C



OdnarHocTtuka pasbl akcenepauun

1 5. KapuotunmnpoBaHue: Hannyme Ph-xpomocombl.

01 6. lemocTas: yannHeHne BpeMeHn KpoBoTedeHus n B
(BpemeHun KBuka)

0 7. Mnenorpamma - manomHgpopmaTmnBHa.
0 8. Y3U opraHoB OproLLHOM MONOCTM.
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Muenorpamma B cTaguio
aKkcenepauunmu

[MNepkNeToYHOCTb 3a CYET HE3PErbiX rPaHynoLUTOB
(Bmecto 50-250 '/n —260-520 I'/n mnmenokapmnoumToB) u
MerakapuoLumToB, B MeHbLLEN Mepe MnenobnacTtos,

MHOekc co3peBaHns rpaHynounTos — > 1

ckonneHnst TPoMboLINTOB,

bnactoB M.D. >2%,

CY>KEHME IPUTPOUOHOIO POCTKA -
nenko-apuTpobnactmyeckoe cooTHowleHne - 9:1 (BmecTto
4:1),

penko 3apuTpoLmTOS.




1. npomunenouut; 2. MerakapmouuT
3. 303nHOMUSIbHbIE 3fIEMEHTbI




KnuHuko-nabopatopHana xapakTepucTuka
¢dra3bl pasrapa

« JlenmkoumnTtos - go 250-600 I'/n,

+ COBWUI nenkoumnTapHom opmynbel 4o 6rnactoB
(bonee 5%) n npoMnenounToB,

+ 0a30UNbHO-303NHOPUITBLHBIN KOMIIEKC,

+» 0asodunes go 10% n > (30-40%) - pudda-ka c
DOONEe3HbI0 TYYHbIX KNETOK (BbIPaXKEHHbIN reMopparm4yeckmi
anares) U puck bnacTHOro Kpusa,

+ HOPMOXPOMHAasi aHeMus, MOryT obHapyXmuBaTbCs
HopmMmobnacTbl, eAuHNUYHbIE HOPMObacTbI

0 runepTpomMbouunTos (TpomMooumnTONeHns)




Nepudepunyeckas kpoBb_ npu XMJl B cTaauio pasrapa

> ,‘ ‘Q~
&
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1. HENTPOMDUALHBIN FPAHYOLNT;
2.N/a HenTpodun;
3. MuenouuT; 4. npoMuenount



Nepudepuyeckasn kposb npu XMJ1 B ctaguto pasrapa




Ilenkocpopmyna B ctagumio pasrapa

¢ 1 NUK - MMenounTapHbIn

1 HENTPOMUIIbHLIN COBUT BIIEBO CO CHMXEHUEM %
cerMmeHToaaepHbIX HENTPOdUIOB,

7 Muenoumntbl - 0o 25% n >, konnyecTtBo ONacToB U
npomuenounToB He npesbiwaeT 10%.
0 2 MUK — CerMeHToAAe PHbIN

1 JlenkoumnTos 3a CYET yBenuyeHna Konmyecrtaa 3penbix
rpaHynoumnToB 6€3 CyLeCTBEHHONO OMOOXEHNS DOPMYIIbI.
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Muenorpamma B cTaauio pasrapa

nevkoumtTapHo/aputpouuntapHoe cootHoweHune 10:1,
20:1 (3a c4yeT MMenoumToB U NPOMUENOLINTOB),

muenokapuouutoB go 500-900 I/n,
ymcno dbnacrtoB 6onee 5-7%, Ho He bonee 10%,
yalle rmnepnnasus MerakapuoLmnTapHOro pocTka,

No Mepe nNporpeccupoBaHnst - pa3BMBaETCS
abcontoTHas apuTpobnacToneHus.







AnenkeMmn4yeckum BapuaHT

1 3HAYUTENBHO yBeJIM4eHbl CeJie3eHKa N NevYeHb

0 Jlokanusauus runepnnacTu4eckoro npoLecca He ¢
napeHxmme, a B CTPOME KPOBETBOPHbLIX OPraHoB.

1 B OAK: neukoumntbl - oT N go cybnemnkemmyeckmx
3Ha4YeHUn, YMEpPEHHLIN cOBUT BEBO OO0
MWENOLUNTOB, PeAKO NPOMUESIOLMNTOB.

01 B kocTHOM mo3re: npeobnagaHne He3perbiX KNeToK
nenkonoasa

0 [Npexogdawunn xapaktep ¢ AMHaAMUKOUN B
cybrnemnkeMmyecknm n nemkeMmn4ecKknu.




XMI1 - y petenn <3 ner

(nporHos -ot 1,5 Ao 5,5 ner)
KnuHuka:
1fenaTomeranusa, numdageHonaTug,
JYMepeHHas crnifieHoMeranus,
1PaHHMe remopparmu,
1Occanruun, apTpanrun, nuxopanaka,

1CTOMKNE NOopaXkeHUs KOXWU: 3K3eMbl, JepMaTUT, NATHUCTO-
nanynes3Hasi Cbinb,

"MHaHTUNbHOCTL (HEGNAronpATHLIA MPOrHO3 ~ 8 MeC).
NunarHocTuka:

1Ph-, noBbiweH HbF, paHHasa TpomboumToneHus, B
CbIBOPOTKE U MOY€E - NMOBbILLIEH NTU30LMM,




Tpu cTyneHu TepaneBTUYECKOro

adpdpekTa

1. OOCTUXXEHWE reMaTosiorM4ecKkou peMnUCCUM -
npenapaTtbl 6roknpyoLwme gocTyn TUPO3NHKUHASGI
K AT® n npegoTtspallaroline gocgopunmposaHmne
TUPO3UHA,

2. JOCTUXEHMEe uuToreHeTUu4eckoun PeMUCCUMN -
NCIMOJ1Ib30OBaHUNE I/IHI'I/I6I/ITOpOB TUPO3INHKNHA3,

3. OOCTUXEHME MONEeKYIAPHON PeMUCCUMN.

\



HanpaBneHHas (TapreTHasi) Tepanus

0 YHUYTOXKAET JIEMKO3HbIE KITETKM 3a CYET BrIoKMpoBaHUS
benka, KoTopbln Koanpyetcs MmyTaHTHbIM reHom BCR-ABLIT.

1 B ocHoBe - gencrBne MOHOKMNOHAarbHbIX aHTUTEN,
n3duparenibHO CBA3bIBAOLLMXCS C OCODbIMM pelenTopamu,
PACMONOXXEHHBLIMN HA NMOBEPXHOCTU PaKOBbIX KITETOK, HE
3arparmBag npu 3TOM 300POBbIE TKaHW.

1 [MoOo4HblE 3PAEKTHLI: ChIlb N OTEKU Ha KOXE, TOLLUHOTA,
MbiLLEYHbIE cra3mbl U anapesa (KMaKnuin cTyn).

&
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[lepecagka CTBONOBbLIX KIeTOK

1 CHavana Ha3Ha4alTCsl BbICOKME O03bl
XuMmnoTtTepaneBTNHeCKnNX rnpenapartos, YTOOBI YHUYTOXUTDb B
KM CTBOJ10BbI€ KITETKU KPOBMW.

1 [locne aToro nepecaxuBatoTcsl HOBblE CTBOSIOBbIE KITETKU
OT coBMecTMMOro goHopa. OHM CTaHOBSATCS
poAoHa4YanbHUKaMM HOBbIX 300POBbIX KNETOK KPOBMW.

1 Bo3aMoXXHble MOOOYHbIE 3P EKTLI — MHIDEKLNN N aHEMUA,
puck becnnoagus.

KPaCHbIV KOCTHbIN

MO3r

fi 7

PeuunueHT




Opyrue metoabl neyeHus
XPOHNYECKOro MmersriorieuKkosa

Ecnu nedyeHue I/IHI'VI6I/ITOpaMI/I TUPO3NHKNHA3bl HE MPUBESIO K XeJlaeMOMYy
pe3ynbraty, a nepecagka CrBoJfioBbIX KJIETOK HEBO3MOXHaA, TO
NMPUMEHAIT APpYyrme MeTobl.

pXumuoripenapamsi, KOMopbie MPUHUMaromcs 8Hympb (nepoparsbHo) u
YHU4YMoXarom ece OeheKmHbIe KIiemkKu.

oflyqyesasi mepanus.

nbuonozuyeckue npenapamsel, makue Kak UHmepgepoH, Komopakle
CMuMynupyrom UMMYHHYO cucmemMy op2aHu3ma Ot 6opbbbi
paKkosbIMU Kriemkamu.

n9KcrnepuMeHmarbHble Memoob! JIeYeHUS XPOHUYECKO20 MUesio/lelKo3a.

Inter fer?

\___/



[emaTonoruyeckasa pemMmccus

0 lNMonHaa pemMuccusa - KONMYecTBO OacTHbIX KIMETOK B
KOCTHOM MO3re He npeBbIWaeT 5 % npu OoTCYyTCTBUM UX B
nepudepundeckon kpoeu. CoctaB nepudepmnyHeckomn KpoBu
6rInM30K K HOpME.

1 HenonHas pemuccusa - KONnM4ecTBo OMacTHbIX KNETOK B
KOCTHOM MO3re OCTaeTCs MOBbILWEHHbIM.

1 «®a3a HeathdeKTMBHOCTU» C NOSABIEHNEM BTOPUYHbIX
LUMTOreHeTU4YeCKnx abeppaumm n passutmemMm TepMmHanbHOM
cTagun.




Tpomboremopparn4eCKkum CUHOPOM




i
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TepMuHanbHasa ctagua

[ToxygaHue, obuwasa aguHamma — benkosas
HEeJOoCTaTOYHOCTb.

ITnxopapka, BbipaXkeHHas NOTNIMBOCTb, OOMNMKM B KOCTSX.

[Mporpeccupyollee yBennMYeHne cenes3eHkun, NoBTopHbIe
MHaPKTbl CENE3EeHKN, NePECMNEHUTDI.

TOKCUKO-anneprnyecknin renaTur.
[THeBMOHUA.
KenynodHo-kmwedHas gmcnencus.
[ emopparnyeckue nposiBneHuns.
CHmxXeHune cnyxa.

CmepTb - BO BpeMsi bnacTHOro kpusa, pexe ot MHdekumm
arMyeckoro cmHgpoma.



IdnarHocTtuka TepMmMHanbHOU
cTaamu

1 OAK: HapacTaeT aHemusi, TpomboumnToneHUs,

0 NMPU YMEPEHHOM NENKOLNTO3E — Bblpa)KeHHOe
omMonoXxeHue (0o mmenobnacToB U
HeanddepeHunpyembix 6nacTos)

7 MHOrga yBeEnuyeHne aputpoHopmMmobracTtoB (kak npwu
apUTPOMMENose).

1 K/m: peskoe oMonoxeHue.

Y
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Kputepumu akcenepauumn (BO3)

10-19 % mmnenobnacTtoB B KpoBWU;
>20 % 6a3zodunoB B KPOBU UMM KOCTHOM MO3re;

<100 vnn >1 000 I'/n TpombOUUTOB, BHE 3aBUCUMOCTU OT
Tepanuum;

yBenmyeHne Yymcna nemkounuToB, BHE 3aBUCUMOCTU OT
Tepanuu;

nporpeccmpoBaHue crnsieHoMeranuu.




OcnoxHeHuq:

OCTPbIN NeNKo3, BTOPUYHbIN Mnenocpmnobpos,
remogepmusi, remaTtocapkoma v T.A.

@ Neutrophlllc ‘ , 3
*myelocytes ‘ e SO )

u\zh k.
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brnacTtHbIu Kpu3

< KrnHuKa: Bbicokas nuxopagka, remopparn4eckuii
CUHOPOM, Ooccanruu, NenkeMmuabl B KOXe; yBenmyeHme
nMM@aTNYeCKnX y3roB; YacTble MHPEKUNOHHbIE
OCITOXXHEHUS; nosiHas Pe3nCTEHTHOCTb K LIMTOCTaTUYECKOM

Tepanuu

« OAK: nekounTos nnun nemnkoneHus;
bnacTHbIX Knetok bonee 20%, npomunenoumnToB bonee
10%, rnybokasi aHemMunst U1 TpoMBOLMTONEHUS

& KOCTHbLIU MO3r: HegoCcTaToOYHO KNETOYHbIN, OCHOBHYIO
MaccCy KITIETOK COCTaBMAT MnenobnacTol, pexe
numdobnacThbl

orpeccupoBaHue pubposa; ToTanbHas brnactHas

MeTa




BrnacTHbIN Kpu3

1 >20 % 6nactoB B KpOBU U KOCTHOM MO3re;
1 KpynHble rpynnel 6nactos rnpu duoncuwm;

1 PasButme xnopomsl (conngHoro okyca nenkeMmmn BHe
KOCTHOrO MoO3ra).




bnacrtos

1 B 70 % - bnacTtel obnagatoT npu3Hakamm mmenobnacTos.

1 B 30 % - copepxat mapkep NPUMUTUBHBIX TMMAOUOHbIX
KIETOK U 3KCMPECCUPYIOT aHTUreHsl B-knetouHon nuHum: CD

10, CD 19.

MedUniver.com
BCe LI MeZgHdIllHHE




Muenemus

1 oDHapy»XeHue B KPOBU OCKO/IKO8 dep Mezaakapuouumos (B
pa3BepPHYTON CTaauM OHU NOABNSATCA KpauHe penko, NULlb
NPpU OYeHb BbICOKOM YpOBHE TPOMOOLINTOB),

0 a TakKXkKe gpumpoKapuouumaoe - B CBA3N C HapyLweHnem
KOCTHOMOZ3IoBbIX 6apbepOB B TEPMUHAJIbHYIO CTaAuIO




BTopnyHbIin Mmuenocdpunbpos

Muenonposmdepanus c
COIIYTCTBYIOIIUM
pazpacTtanueM (puOpo3HOH
COCIIMHUTEIBHON TKAaHU
KOCTHOI'O MO3Ta, a TAKKE
M30BITOYHOC
I1aTOJIOTHYECKOE
KOCTEOOpa30BaHHUE.

OO0yC10BJIEH UMMYHOJIOTHYECKUMH HAPYIICHUSIMHU BCJICICTBUE
(PYyHKIIMOHAILHON HEIOJHOILIEHHOCTH KJIETOK M COAEPKAIIErocs
B METAJIOKapUOIIMTAPHBIX KJIETKaxX (paKkTopa pocra.




,.*'2”, ::"‘ )};ﬁ‘ ;“’.: e 0 Mukponpenapar
“:'..:‘3‘_'.' Ex”?f,."f“ ;- ' KOCTHOIO Mo3ra npu XM
bd ’ > .. 'y -2 ]

['., P 4""_0’- . ‘gl ‘:: (Tpenanobuoncus):

0 andpdpysHagd
MHUNbLTPaUms 3pensbiMu

N HE3peErnbIMU
rpaHyrounTamu;

0 CTperikamu ykasaHa
KOcTHas banka.

1 X 280.




Mukponpenapat
KOCTHOIO Mo3ra npu xXmrn
nocne AnnTenbHOro
neyeHNsa MUENOCaHOM:

BblpaXXeHHbIU
muenocdpundbpos (1),

HebonbLUOW oyar
NTENKO3HOU
NHuneTpauum (2),
paccacbiBaHME KOCTHOW
TKaHu(3).

X 80.



[emopepmus

1 - BriacTHasa MHPUNBTPaLINSA KOXM

1 MOXeT bbITb 00ycrnosneHa No6o04YHbIMU OEUCTBUSIMU
npoBoaMMoun B6ornbHOMY Tepanuu, Npexae BCero
XUMUoTEpPanuUM UM ropMoHarnbHOW Tepanuu.

www.med

scape.com

b B!
Source: SKINmed © 2002 Le Jacq Communications, Inc




[emaTOoCcapKkoma

] - 3NOKa4YeCTBEHHbIN KMNOH KIETOK pa3BMBaETCA B
nMmdaTnyeckux ysrnax, 6e3 nopaxxeHmsa KOCTHOro mosra

1 B umtorpamme n/ysna -HegnddepeHuMpoBaHHble GracThbl

0 Ona gndodepeHunansHOU oUarHOCTUKN - TMCTOXUMUYECKNE
peakuMmn Ha xropauetaTacTepasy Nimbo anekTpoHHas
MWKPOCKOMUA.




Crieundunyeckne N3MeHEHNS KOXWN MPun rienkKosax




OunddepeHunanbHaa gnarHoCTUKa
XMJI

1 JlemkemongHble peakumn rnpu pake, Tybepkyrese,
CKB, cencuce, no4e4HOM HEAOCTATOYHOCTU U T.A.
- BTOPUYHbIE, B K/M HET BblpaXXE€HHbIX U3MEHEHUI

1 Muenodubpos - Tpebyetca TpenaHobuoncus.

1 OCTpbIM NENKoO3 — aHaMHECTUYECKME OaHHbIE,
OTCYTCTBME BbIpaXeHHOW crnyieHoMeranum.




LinToxmMmunyeckasa xapakrepmcTmka
cdoopM NenKoson

JIumpobnacTHBI
i

MuenoMoH00O1a
CTHBIN:
MUEJI00JIaCThI
MoHo00J1aCcTBI

MoHO001aCTHBIN

ITpomuenonura
PHBI

DpUTPOMUETO3-
OJ1. KJIETKHU
- HOpMOOJIaCThI

Henuddepenu
POBaHHBIN

+
Ciaabo +

Ciado +

Ciaa6o + wiau -

BoipakenHast
+

+

+

Ciaado +

Ciaab6o + wiam -

Boipa:kenHast
+

+

+ audpoysnas

+ nud¢y3nas

+
rpaHyJsipHas

+ MeJIKo-
IrpanyJsipHasi

Boipakennast
+, nuddy3Has

+ nuddy3nasn

+ qupPy3Hasn

N

Ciaabo +

Ciaabo +

BroipaxxenHas
+

BoipakenHast
+

Ciaabo +

+

BbipakenHast
+

+

—+

Bripaxxennas
+

Bripaxxennas
+

Boipa:kenHast
+

+

+



JpPUTPEMUS

(MCTUHHag nonuumuTemMmna unm donesHb Bakesa)

IOMNyXorb, UCXOASALLAs U3 KOCTHOrO Mo3ra, cybcTpaTtom
KOTOPOW ABMSAOTCS 3perible 3PUTPOLUTLI.

"HavyanbHag ctagus - rmnepnnasnga Tpex poOCTKOB
KpOBETBOPEHUS (NaHMMENO3) C pa3BUTMEM MAHLMTO3A.

1TeyeHne anutenbHoe (15-20 ner).

nBboneT NpenmMyLEecTBEHHO NOXUNbIE NOAN, MY>XX4YMHbI B 1,5
pasa vaule.




Ctaguu aputpemun

0 | - npeanenko3 (aHaMHECTUYECKN):

0 |l - pasBepHyTasa KNMHUKO-remaTonormyeckas (HadanbHas)
cTagus:

a) chasza nonMuMTEMUU

»KanoObl: ronoBHble B0NM, KPOBOTOYNBOCTL (HOCOBbLIE,
MaTOYHbIe), OoablLllKa, cepauedbunerHne, soicokoe All,
3aTOPMOXEHHOCTb, HapyLleHNe CHa, CHUXEHNE
paboToCNOCOBHOCTKN, Occanrusl.

Knunuka: c-m NMnetopa (OLK kpoBu yBenuyeH B 1,5-2 pasa),
HapyLleHne MUKPOLMPKYNAUuUmM (MOHETHbIE CTONOWKN) C
NLIEMUYECKUMU HAPYLLUEHUAMMU, TMMOKCUA TKAHEMN.




JlabopaTtopHasa anarHocTuka B pa3sy

noiamnunTeMmnn
OAK:
"WBC-0o110-15T/npoo 50T /n
"RBC-p0o 6 -8 T/n
JAHU30UMTO3, MOUKMUIOLNTO3, NonMxXxpomaTtodounus,

basodmnnbHas NyHKTauusa apuTpounTOB, €ANHNYHBbIE
HopMobacThbl

Hb - 80 -220 r/n; Ht - 0,6-0,8

PLT - >400 '/n; CO3 - 3-1 mm/u

emocTas:

rmnodondprnHoreHemus,

eprumT nnasmeHHbIX akTopoB CBEPTbIBAHUA KPOBMU,
JHapy eTpakumMn KpoOBAHOIO CrycTKa.




6) dba3a renaTocnneHomMeranuu;

TUMNYHBIN PUTPEMUYECKUIN rabUTYC.

[enaTo-nMeHaHarnbHbi CUHOPOM.

BTopuyHasa nogarpa n moyekameHHast 60nesHsb.

Pa3HoobpasHble NCUXMYECKNe HapyLLueHns BNMoTbL 40 Aerpagauunn.
NHapKTbl, MHCYNLTbI, CrenoTta, raHrpeHa KOHeYHOCTEMN.

dpuTpomMenanrus - Xrydme npmuctynoobpasHole 60nm B HEO6ONbLUMX
ydaCTKax KOHEYHOCTeEMN.

KpoBOU3NMUAHUA N KPOBOTEYEHUS, HO OCHOBHAas MpU4nHa cMepTun -
TPOMOO3Hbil.




JlabopaTopHaa guarHocTtuka B hpa3sy
renatocnsieHoMeranum

OAK:

'RBC - oo 8-9 T/n

1Hb - 200 -240 r/n

1Ht - 0,8-0,9

1CO3 -0-1 mm/y

Bsaskoctb : 8-10 (B Hopme 3-4)

OL3 - 00beM UMPKYNUPYIOLLUX SPUTPOLIUTOB -
KpUTepum abCcosroTHOU 3PUTPEMUMN:
y My>4mH > 36 mn/kr (N- 27,8 mn/kr),

XMMM”/W (N- 23,8 mn/kr)



OndpdpepeHymansHaa gnarHoctmka apuTpoLnUTO30B

_ nervaparaums A) runokcms A) apuTtpemus

B) BbIOpOC 3pnTPONO3TMHOB B) XMIN
o N
et N N N >
o [ N .
" neiikocopmyna N N COBWVI BNEBO
 KOCTHbIA MO3F N YM. rMnepnnasus Kp. p. naHM1enos
EECTEEE N =
ErrenE FEEEIED N

B) N B) <

|



JlTabopaTopHaa ouarHocTuKka B
TepMUHanbHyK pasy

1 OAK: aHemuns, TpomMboumMTONEHUS,

1 B L-dbopmyne: HenTpodunies ¢ pe3kum cOasuromMm BIieBO
(0ocobEeHHO NpU MMENOUOHOW MeTana3nn Cerne3eHKkun).

0 dndodp. A-3: C XPOHUYECKMM MUENONENUKO3OM U
Mmnenodmndpo3om.

1 CTepHanbHasi NMyHKUMUA: rTMNepnnasnsa Bcex Tpex
POCTKOB KpOBETBOPEHMS.

1 Cneuudmnyeckne nabopatopHbie NokKasaTenu:
nokasaTenu reMoKOHLEeHTpaLuu.




OndpdpepeHymansHaa gnarHoctmka apuTpoLnUTO30B

_ nervaparaums A) runokcms A) apuTtpemus

B) BbIOpOC 3pnTPONO3TMHOB B) XMIN
o N
et N N N >
o [ N .
" neiikocopmyna N N COBWVI BNEBO
 KOCTHbIA MO3F N YM. rMnepnnasus Kp. p. naHM1enos
EECTEEE N =
ErrenE FEEEIED N

B) N B) <

|



MopdodyHKUMOHaNbLHas
XapaKTepucTuka apuTpouuToB

1 OAK:
aHN30- U NONKUINOUUTbI —
apUTPOLUMNTHLI B BUAE Kanmnm, 6a3oounnbHON NOYKN;
aereHepaTuUBHbLIE N3BMEHEHUS
doyHKUMOHanbHaa NONHOLEHHOCTb 3PUTPOLIUTOB.

1 Mwenorpamma He nokasaHa, HO KOCTHbIN MO3r XapaKkTepusyeTtcd
naHMnerno3om (rmnepnnasmnen) co CMeLeHneM B CTOPOHY KPacHOro pocTka
6e3 YETKOro OMONOXEHUS.

1 TpenaHobuorncus BbIABNAET B_HaYanbHOW CTaauu NOBbILLEHHOE KONMNYEeCTBO
MerakapuoumnToB 0e3 pe3Kkoro yrHeTeHuss 6enoro u TpoMooLUTapHOro
POCTKOB; B _pa3BepHYTYIO CTaauI0 - pa3BMBaETCs BTOPUYHbIA MMenodpunopos,
i oneHus.
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