Jlekunsa 9
OnyxoneBble 3aborieBaHUs
CUCTEMbI KPOBM

[emobnacTosbl 1 Ux Krnaccmdukauus.
XpPOHUN4yeckune

MuenonponmdepaTuBHbIE
3aboneBaHus.




[emobnacTo3bl U Ux knaccudukaums. Jlemkosbl. ITMonorus,
naTtoreHes, Krnaccuukauma, KnnMH1UKa, gunarHoctuka, nogxoabl K
neveHnto. XpoHuyeckmne muenonponundepaTtueHble 3abonesaHus.
Onpegenenune noHATUsA. Knaccndounkaums. XpoHUYeCcKum
MUENonenkos. Atuonorus. LintoreHetnka, MonekynapHasi reHeTuka,
natodusunonorma. dunagenodumnckas xpomocoma. BCRABL-
TpaHcnokauusi. KnuHnyeckas n naboparopHasi xapakTepucTumka
XPOHUYECKOW U akcenepupytowen gpas, bnactHoro kpusa. [Nogxoabl K
NevYeHnto. dpUTpemmda. ATMonornsa u natoreHes. KnmHnyeckmne u
remaroriormyeckme nposiBrieHns

7 nonuuetemun. dndodpepeHunarnbHbI guarHo3 npu SpmMTpoLnTose.
[Moaxoabl K Tepanum Npu nonuuntemun. lanonatnyeckmn
Mnenopubpos. OnpeaeneHmne NOHATUSA. ATUONATOreHes.
KnuHuyeckas n rematonorndeckas xapakrepuctuka. lNogxoab! K
Tepanun. cceHuunanbHaga TpombounTemunst. OnpeaneneHne NOHATUS.
OTnonatoreHes. KnuHu4yeckasa n rematonornyeckasi xapakrepucTuka.
OuddepeHumanbHbIn AnarHo3 TpomboumnTosa. lNogxoas! K Tepannu
acceHuuanbHon TpoMmbounTeMum.



Onyxosieebie 3abosiesaHus

cucmemsbi Kpoeu

emobriacmo3sbi
(OHKOremaToriorm4yeckKue
3aboneBaHus, Ol 3) - onyxoneBble
3aborneBaHUA KPOBETBOPHOUN TKaHMW.

* [logpasgoenatotca ase rpynmnbl:

oJ/letlKO3bI — onyxonu N3 KPOBETBOPHOW
TKaHW C NEPBUYHOWN NOKaNN3aLneEN B
KOCTHOM MO3re.

*[ emamocapKoMbI (JTUMGPOMbI) —
OMNYyXOmnn U3 KPOBETBOPHOW TKaHU C
NepBUYHON BHEKOCTHOMO3rOBOW
nokanusaLuven v BbipaXeHHbIM MECTHbIM
ONyXoneBbIM POCTOM (NOKann3oBaHHbIE).




Imuosiocusi
2emobrsracmo3os

* Mopdonornyecum cybctpaTtom ABNAKOTCA
MaJIMrHN3npoBaHHbIe KIETKN KPOBU
(6bnacThbl).

?

e Kakme KneTKkun KpoBu MOryT AaBaThb
Ha4vano remob6bnacro3am?



CXeMa KpOoBeTBOpEeHUsA

CornacHo coBpeMeHHOM
cxeMme, npennoxeHHon A.W.
BopobbeBbiM 7 n.J1.
YepTKOBLIM
KNeTKM pasdeneHbl Ha 6
KJ1aCCOB:

I. [lonnNoTEeHTHbIE CTBOJIOBLIE
KpoBeTBOpHble kneTtkn (CK).

I1. [ToNMONUronoTEHTHbIE
KOMMUTUPOBAHHbLIE  KNETKU-
npeawecTBeHHNULUBI.

ITI. MOHOOMNUIrONOTEHTHbIE
KOMMUTUPOBAHHbLIE  KNETKU-
npeawecTBeHHNULBI.

IV. bnacTtbl.

V. Co3peBatolme KNeTku.
VI. 3penbie KNeTku.

(1973), Bce
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CxeMa KpoeemeopeHuUsi

I oTAern CTBOJTIOBbLIX KIMETOK,
CMOCOBOHbIX KO BCEM KPOBETBOPHbLIM

Bl(b(bepeHU,MpOBKaM

loThen npenLwecTBEHHNKOB, CMOCOBHbBIX
KO MHOTMM UMW HECKOMNbKUM

@q)cbepeHuMpOBKaM
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xyndeposckue KneTkn

CKK - cTBOnoBble KPpOBETBOPHbIE KNeTKM, [P - anutenbHo penonynupyoume, KP - kopoTko penonynupyioume

mMosra

OMI - o6min MMenoMaHbLIN NpeauecTBEeHHUK, JIMM - numdcpommMenoMaHbIM NpealUecTBEHHMK,

OJIN - o6wmn numcpoMaHbLIA NpegUIeCcTBEHHUK, Merdrl - merakapMouMTapHoO-2pMTPOMAHDbIA NpeauecTBEeHHMK,

M- rpaHynouMTapHo-MmakpodharanbHbiM NpegllecTBEeHHMK.

(HaTypansHeW kMAnep)

KneTku ‘ AeHapuTHbIE
Mukpornuu F KneTku



JIITUVJIVc U7
1. BupycHas g J1acino3
oma ep

Bupyc 36wtenH- Bappa KUTTa), YenoBe4ecKknm i -NUMOTPONHLIN BUPYC |
Tuna [HTLV-1]) - T-kneTo4yHas nmwlcbowla UnNn T-KNeToYHbIN NENKO3

2. HekoTopble 6aKkTepuanbHbie MH(eKunn

dakTopoM pucka passutna MALT-NMMdAOMbI XKenyaka -kamnunnobakrepmos.
AHTUOaKTEpPUanbHOE nNeYyeHne, HanpaeneHHoe NpoTuB Helicobacter pylori, BO MHOIMmMx
clyyasax (0o 70 %) Bbi3blBaEeT perpeccuto IMMd oMbl XXenyaka.

2. Xummnyeckas

MbILWbSK, 6eH301, PeHnNbyTa3oH 1 XNnopamMm@eHNKOST; LUTOTOCTATMKN (MCNOSIb3YHTCA
AN nedyeHnsa onyxonemn)- MoryT ctatb NPUYNHON BTOPUYHBLIX OMyXOoreu

3. DHOOreHHas (oomMeHHas)

HapyweHnem oOMeHHbIX NpoLEeCcCOoB B OpraHn3Me, HakonsieHMemM MetTabonnToB
TpuntodaHa n TMpo3nHa, oOKasbiBalOLLKMX JIEMKO30reHHOe OencTBne

4. PagnaunoHHasa (MoHnsunpyrollee nsny4vyeHume)

Jlenkemun y nepBbIX pagmnornoros n xutenen Xmpocumbl n Haracakn nocrie aToMHom
bombapanpoBKu.

[lokasaHo NoBbILLeHME 3aD0IeBaeEMOCTU NENKEMUEN Y AETEN NPU BHYTPUYTPOOHOM
00ny4yeHun, a Takke pasBuUTne ee y 605bHbIX, KOTOPLIE Mony4vanu fyyYeBylo Tepanuio Npu
nevYeHnn aHKUO3npYyroLLLEero cnoHaunuTa n 6onesHn XomxxkuHa.



ITTUOJIVUC U1
2emobrsracmo3os

5. CHMKeHue nmmyHurteTta (mmmyHogedpunumT)

3Ha4YMTENBLHO MOBLILWEH PUCK pa3BUTUS 3aboneBaHns NpyU UMMYHOAEMUUNTHBIX
COCTOSAHUAX pasnu4Hon npupoasl (Bknodaa BUY-nHdekumio, pag ayToMMMYHHbIX
3aboneBaHnn U HacNeaCTBEHHbIX CUHAPOMOB C UMMYHOAEMULUTHOM COCTaBNAKOLLEN

nap.).
* CHMXKaeTCA UMMYHHbIN HA430p, YTO NPUBOAUT K HAPYLUEHMIO pa3pyLLEHNS
NOoTeHUManbHO HeonnacTU4YeCKnX reMono3aTUYECKMNX KNeToK.

6. [Mpu anna3uu KOCTHOro Mmo3ra
yBeENMM4nMBaeTCcd npenpacnosyioxXeHHOCTb K BOSHUKHOBEHUIO nenkemumn.,

7. FeHeTM4YecKasi NnpeapacnonoXeHHOCTb

Y peteun ¢ cuHapomom [ayHa (Tpnucomusa no 21 xpomocome) B 20 pas BbilLe
puck 3aborneBaHusi nenkemMmnen.

Takke puUCK yBenmunaaeTcs rnpu 3aboneBaHUsX, CBA3aHHbIX C reHETUYECKOM
HecTabunbHOCTLIO (cMHAPOM brntoma, aHemuss PaHKOHM).



TlamoeeHes

MyTauMOHHO-KNOHanbHas Teopus (Teopus comaTu4ecKkom Mmytauum)

2eMAbRAGIO3086

(MOHM3MpYtOLLIANA paanaumns, XMMU4YecKkoe BeLLLECTBO, BUPYC 1 Op.)

v

MyTauus

(nospexaeHue [HK, HapywieHne reHeTu4ecKkoro koga) ogHom N3 KNeTok-
npeawecTBeHHNKOB reMonoa3a

HapyLUuaeTcsa genexHme u L*l(b(bepeHLl,l/lpOBKa KIeToK

BbIXO/, KNETOK M3-Mof KOHTPOnS ptrynmpyrou_u/lx CUCTEM OpraHm3ma

BEeCKOHTPONbHOE Pa3MHOXEHMNE on*ﬂ,eﬂeHHof/’l Pa3HOBUOHOCTU KNETOK.

ece onyxoJsieeble K/iemKu s18J1s1H0mcsi MOMOMKOM OOHOU cmeoJ1080Ul KJilemKu uniu
Kjiemku-npedwecmeeHHUUbI JTI06020 HanpaesieHUs1 KPO8emeopeHuUs!
XpOMOCOMHas HeCTabUNbHOCTb NIENKO3HbIX KIETOK NPUBOANUT K NOSIBIIEHUIO HOBbIX
MYTaHTHbIX KITOHOB - CyOKNOHOB, OTOOP KOTOPLIX 1 onNpeaensieT U3MeH4YMBOCTb CBOVCTB



MTamoezeHe3 cemobsiacmo308

1. TlpUYMHHBLIN QaKTOp BbI3bIBAET MyTaL IO reHOB
poAoHavanbHbIX KpOBeTBOPHbLIX KneToK I, I, IV knaccos

2.B pesynsraTte myTauum HapyLwaeTca MexaHu3m anonTto3a O4HOU 13
9TUX KITETOK: KNeTKa nepecTaeT co3peBaThb (aHanmna3us),
nepecTaeT ymmpartb 1 Nofy4yaeT BO3MOXHOCTb becnpeneribHo
pasMHOXaTbCA (rMnepnnasuna, metanna3sus) v Xutb. [Noasnsercsa
NEWNKO3HbLIN KIMNOH KNETOK,Ha3biBaeTCA MOHOKNOHOBOE NOTOMCTBO
OQHOW NOopaXeHHOW KINEeTKM.

3. B pe3ynbraTe BTOPUYHbIX MyTauuUn OeNAWMXCA KIETOK MNOSIBNSETCH
aTnnu3m (Mopdonornyeckni, DUOXMMmMYECKNU,PyHKLUMOHANbHbIN)
KNEeTOK, BO3HUKAET NONMMKITOHOBOE NOTOMCTBO KI1ETOK.

4. Npoucxogut cenekuus (0Toop) Hamboree yCTONYMBLIX KIETOK B
OTBET Ha NleYeHne U 3aLlUTHblIE MEXaHWU3Ma opraHmama.

5.Knetkn npnobpetatoT aBTOHOMHOCTb (HE3aBUCUMOCTb) U
3/10Ka4eCTBEHHOCTb.

6.BO3MOXHbI nocrsieaywwmne mytaunn, Kotopble yCUnMBakoT atunm3m m
dBTOHOMHOCTDb KJIeTOK, vYBeJildynBaeTCd onvxonineBpasa nporpeccusd



wveooernHOCIIIu
2emobsiacmo3os

- HapyweHue cnocobHOCMU K/I1emoOK K

dughepeHUUpPOBKE;

- Mopghosniocuyeckass u Memabosnuyeckas
ducnsa3usi KJlIiemok;

- «CucmemHocmb" nopakeHusi, obycrioesieHHasi
paHHUM Memacma3uposaHUeM ornyxoJsiesbix
KJ1emOK 8 op2aHbl KPO8emeopeHUs.

- YeHemeHue HOpMasibHO20 KpoeemeopeHUsi U 8
rnepesyro odepeob POCMKa, NOCJyXKuasuwe20
UCMOYHUKOM OI1yXo0Js1e8020 pocma

- HuccemMuHauyusi 1eUKO3HbIX KJIEMOK

* ECnn paKk n capkoMbl U3 HEKPOBETBOPHbIX KNETOK
OAal0T MeTacTasbl Ha No3gHUX aTanax pasBUTUSA

AM\/YAMIA TO ONIA OAaAra22Y concnfhuneceTe v



OcobeHHoCcmu
+ 1 TemaroERMAORAL BIOZAE A caroe-

TO BDEMd V30NMPOBAHHO, 3aTeM
NCCEMUHNPOBATE B pa3bblé TKaHM 1 OpraHbl,
TOM YNCII€ U KOCTHbIW MO3T

 Bce BHEKOCMHOMO3208h1€
2eM00J1acCmo3bl CI[TOCOOHbI

JleuKkeMmu3upoeamhbCsi, m.e. .

Memacma3upoeamb 6 KOCMHbIU MO32.

* JleUKo3bl - FIG!'IFIéOITICFI rnepeuYHbIM
OryxorsiesbiM 3abosieeaHUeM KOCIMHO20
MO32a, [IPU KOMOPOM Or1yX0osie8ble Kriemku,
riopaxasi KoCmHbIU MO3e,
pacrpocmpaHsaromcs He 615/{0 %oo 2aHam
fépoe MeOPeHUS, HO U 8 , U 8 opyaue

p2aHbl U cucmemabl



Pa3nen «Jlenko3bI»

e llenko3bl (MeUKeMUKn) —sto cucremuoe

IIPOrPECCUPYIOIIEE pa3pacTaHUE HE3PETION
OIIYXOJIEBOM TKaHW B OpraHax KpOBETBOPECHHS,
MCXOIAIIEE U3 POJIOHAYAIBHBIX (CTBOJIOBBIX )
KJIETOK KPOBETBOPEHUSI C TIEPBUYHBIM
OpaKEHUEM KOCTHOI'O MO3ra U ¢ ObICTpOM
reMaTOreHHOM JUCCEMHUHALIMEN B IPYTrUe OpraHbl
M TKaHW, BCJIEICTBUE Yero 3a00JieBaHue
IprOOpeTaeT CUCTEMHBIN XapaKTep.



CtatuncTtuka. J1emkosnbl

 3aboneBaemMmocTb HaceneHua s Pb
* 10,2 Ha 100 000 4yenoBek
 5Ha 100 000 geTteun



3aboneBaeMoCTb pa3fiMYHbIMU BUAAMU JIEUKEMUUN
B 3aBMCUMOCTM OT BO3pacTa

— XMII 20%
OMII 20%
4, - OJLT 20%
0 9 10 15 20 256 30 35 40 45 &0 &5 60 65 70
OJ1J1 - ocTpasa numodbnacTHaa nenkemus; OMI1 - ocTtpasa mnenobnactHas nnemMkeMus;

XJ11 - xpoHnyeckana numcpountapHas nemkemus; XMJ1 — xpoHuyeckasa muenoumtTapHas
NenKeMus.



KnuHuyeckune nposaBneHua npwn

NIemKo3e

Ha MOMEHT NosABNeHNsa KIMMHUYECKUX U
nabopaTtopHbIX NPM3HAKOB 3aborieBaHUs
KONMMYeCTBO OMNYXOSEBLIX KNETOK YBENNYMBAETCA C
1 (poaoHavyanbHMUa MyTaHTHOIO KroHa) 4o 1079 --
10712. Macca Takoro Konm4yecTBa KIeTokK
COCTaBNAET OKONO OQHOro Kurnorpamma.

BbiTeCHEHNE HOPMAanbHbIX FEMOMNO3TUYECKUX
KIETOK, N 3aMELLEHMNE UX ONYXONEBbLIMU KNETKaMy,
HEeCnoCoOHLIMN K CO3peBaHNIO, 3aKOHOMEPHO
NPUBOOUT K YMEHbLLEHUIO B NEpUepmn4eckon
KPOBW 3PErbIX KNETOK C pa3BUTUEM aHEMUW,
rpaHynoumnTONEHNU, NMMAONEHNUN,
MOHOLUTONEHUN U TPOMBOLIMTONEHUN, YTO OyOET
NPOSIBNATLCH COOTBETCTBYIOLLEN KIMMHNYECKON
KapTUHOMW.



KnuHunyeckas KapTuHa npwu

rieuKo3se
1) CHHOQpOM onyxoneBowu
MHTOKCUKALUUW: noBbilLeHNe TemMmneparypbl Tena,
cnabocTb, NoT
2) AHEMNYEeCKUn CUHAPOM:

CriabocCTb, FONTIOBOKPYXXEHUE, «MENbKAHNE MYLLIEK»
nepen rmasamm, ogbllka npu pusnyeckon Harpyske,
cepauebuneHune, ronoBHas 00rb, LIYM B yLIax
INIMBOCTb, CHUXKEHME MaCChbl Tena.

3) Ffemopparnyeckmm cuHOpoOM
(KpOBOTO‘-II/IBOCTb CITM3NCTbIX o6onoqe|<, KOXHbIE
remopparum).

— XapaKkTepHbl KOXXHble remopparnn netTexmarbHo-
NATHUCTOrO Xapakrepa



KnuHunyeckas KapTuHa npwu

. JIenkose .
4) CUHOPOM NMenkKeMmn4yeCcKkou

nponungepaluu:

° yBEJIINHEHUNE J'II/IMCbaTI/I‘-IeCKI/IX y3J10B
* yBEJIIMHEHUNE CEJIE3EHKIN

* yBEIIMHEHUNE MNEeYHEHU

* MOpaXXeHue ApYyrux opraHoB (Nerkue, Koxa, Mmokapa,
XKENyOoK, KNLLEYHUK, MOYKM, MO3roBble 000oYKM U Ap.).

B psiOe criydaeeg oriyxoriegble Kriemku He HyXoaromcs 8
cmpo2o HeobxoOUMOM 07151 HopMaribHbIX
2eMOrIo3mMuYeCcKUX KriemokK cmpomaribHOM 5
MUKpPOoOKpyxxeHuu. OHU Mo2ym rnokudams KOCMHbIU MO32 U
0bpa3o08bigame KOJIOHUU Oryxosieeo020 2eM0roasa 8
opyaux opa2aHax U mKaHsX

5) MIH(peKLUMOHHbIe OCNOXHEeHUSA

YMEHbLLUEHNE UNN NMONHOE NCYE3HOBEHME 3pP€ErbIX
rPaHysiounTOB, NpnBOONT K PA3BUTUIO I/IMMyHOD,erI/ILI,I/ITa U
NHQPEKUNOHHbLIX OCITOKHEHUMN. CBou BKJ1ad B NMatoreHes
I/IH$9KLI,I/IOHHbIX OCJTOKHEHUN BHOCAT TaKXe J'II/IMCbOI'IeHI/IFI U

RASTLIAALILINTATASA ' /AN AM



IlnarHocTuKa

[narHocTtmnka remobracTto30B BKMOYaAET:

e 00LMM aHanNn3 KpoBY;

e nposegeHune nyHkumm KM,

* TpenaHobwuoricus,

« Ouoncum NMM@oy3noB C uccrnegoBaHMEM MaTepuana;

* MHCTpPYMeEHTasbHbIX uccrnegosaHnn (Y3WU,
peHTreHorpadoumn, MCKT, MPT, MM3T).

OCHOBHbIM METOALI aHanmM3a MmaTtepuana ouorncuu:

e UMTOMOpPQONorng

* MPOTOYHAA UNTOMETPUSA (MMMYHOMEHOTUNUPOBAHNE)
e UMTOreHeTuKa

« MonekynsapHasa reHetuka (ILP, cekBeHmnpoBaHue)



vnyxonm mmenongHom un immqponaHou
TKaHeun Kknaccudpukauma BO3 nepecmoTp
MuenonponudgepaTtnBHbie onyxonu (MINO) 2016 rona

— XpoHunyeckas munenongHas nervikemmsi (XMJ1), BCR-ABL1+
- XpoHunyeckas HenTpodunbHas nevkemms (XHIT)
- WctnHHasa nonnuutemunsa (AMM)
- MepBuyHbIN Mnenogunbpos (MMO)
*  [M®, npedumbpoTuyeckas/paHHsa cTagums
. MM®, dbunbposHas ctagus
- OcceHunanbHas TpoMmbouuTemms
- XpOHUYECKNiA 303UHODUNBHLIV NENKO3, He yKkazaHo UHoe
- MuenonponudepaTnBHble onyxonu, Heknaccuduumpyemblie
- MacTtouuTtos
MuenougHble n nuMcpongHble HOBOOOGpPa3oBaHUs, aCCOLUNPOBaHHbIe C 303MHOMUNen u aHomanmammu PDGFRA, PDGFRB, FGFR,
unum PCM1-JAK2
- MwuenoungHble 1 numdonaHble HOBOOOpa3oBaHWs C NePecTpPokon reHa PDGFRA
- MwuenoungHble n numdonagHblie HOBOOOPA30BaHWSA C NepecTPonkon reHa PDGFRB
- MwuenoungHble 1 numdonaHble HoBoobpa3oBaHUs C NEPEeCTPONKON reHa FGFR
- BpemeHHas cywHocTb: MyuenoungHble n numdonaHble HoBOOOpPa3oBaHMSA C NEPECTPONKON reHa PCM1-JAK2

Muvenogucnnactuyeckue / muenonponucgepaTtuBHble HOBOOGpPa3oBaHUSA
- XPOHNYECKNIA MUENOMOHOLMTapPHBIN NEenkos
- ATUMNWUYHBIA XPOHUYECKUIA MUESNTOMAHBIN NENKO3 BCR-ABL1 HEraTUBHbIN
- HKOBEHUNbBHBIN MMENOMOHOLMTAPHbLIN NENKO3
- MwuenogucnnacTnyeckne/MmenonponudepaTMeHble HOBOOGpPa3oBaHUS C KONbLEBUAHLIMU cugepobnactamm n TpoMooLMTO30M
- MwenogucnnacTtnyeckue/mmenonponudepaTveHbie HOBOOOpPa3oBaHUA Heknaccupuuupyemoie
Mwuenogmucnnactnyecknum CUHAPOM
- MZC c aucnnasnen B 0AHOW NUHUK
- M[C c konbLeBUAHbIMK cuaepobrnactamm
. MIC c konbueBuaHbIMKU cugepobnactamu u gucnnasnert 0gqHON NMHUK
. MAC c konbueBuaHbIMU cuaepobnactamv U MynsTUNMHENHOW AMcnnasuen
- MIC ¢ mynsTunuMHeriHon gucnnasmem
- MAC c n36bITkoMm briacTtoB
- MIC vnzonuposaHoi aeneuven del(5q)
— MIC, HeknaccuguumMpoBaHin
- YCINOBHas CYLLIHOCTb: pedpakTepHasa UUTONEHNS
- MwuenoungHoe HoBoobpasoBaHMe C NPEANCNO3NLMEN B 3apOAbILLEBOV NIMHUM



VITYAOJIN MMejiongnov vi siimmQponganon
TKaHeun Knaccudumkauma BO3 nepecmoTp
reeemrsoinr e 2016 FOAA

- oCprIVI MWENOWAHBIV NEeNKo3 ¢ YCTOMYMBO BbIABNAEMbIMU reHeTUYeCKMMU aHoMannammn
. OMI1 ¢ t(8;21)(g22;622.1); RUNX1-RUNX1T1
. OMI cinv(16)(p13.1g22) Unu t(16;16)(p13.1;q22);CBFB-MYH11
. OMI c PML-RARA
. OMI ¢ t(9;11)(p21.3;923.3);MLLT3-KMT2A
. OMI ¢ t(6;9)(p23;q34.1);DEK-NUP214
. OMI cinv(3)(q21.3926.2) or t(3;3)(q21.3;q26.2); GATA2, MECOM

. OMI (MerakapvobnacTHbIii neiikos) ¢ t(1;22)(p13.3;q13.3);RBM15-MKL1
. ycnosHasi noarpynna: OMJT ¢ BCR-ABL1

. OMI ¢ myTaumei reHa NPM1

. OMIJ1 ¢ GuannenbHbIMU MyTauUsMu B reHax CEBPA

. ycrnoBHas noArpynna: AML ¢ myTauyeint RUNX1

- OMI1 ¢ n3mMeHeHMAMM, CBA3aHHLIMU C MUeroancnnasmei
- Therapy-related myeloid neoplasms
- OMI, He cneundupoBaHHble

. OMI ¢ MUHUManbHoN AuddepeHLMPOBKOI

. OMI 6e3 cospeBaHusi

. OMI ¢ cospeBaHvem

. OcTpblit MUenobnacTHbI neikos

. OcTpblit MOHOBNACTHbIV/MOHOLMTaPHbIV Neko3

. VICTWHHBIN 3pUTPONAHBIN NEkos

. OcTpelit MerakaprobnacTHbIii neikos

. OcTpelit neiiko3 13 6asadunos

. OcTpblit NaHMUENO3 C MMENogUBPO3OM (OCTPbI MUENOCKNEPO3)

- MvienonaHas capkoma (CUH.: SKCTpameaynnsipHas MUENonaHas OMyxonb; rpaHynoLuUTapHas capkoma; Xnopoma )
- MvienounaHble onyxonu cBsidaHHble ¢ cuHApoMoMm flayHa
. TpaH3NTOPHBbI aHOManbHbLIN MUENOMNo33
. MwuenounaHbIn Neikos, cesidaHHbIA ¢ cMHAPOMOM [layHa
Onyxonb U3 NNa3MOLUTAPHLIX AEHAPUTHbIX KNETOK
OcTpble Neinko3bl HEAICHOW NUHUK AU epPEeHLMPOBKU
- OcTpelii HeaedUPEHLMPOBAHHbIN NEKo3
- OcTpelii Neiiko3s cMeLlaHHoro deHoTuna ¢ t(9;22)(q34.1;q11.2); BCR-ABL1
- OcTpelii Neiko3 cMeLLaHHOro peHoTMNa C t(v;11g23.3); KMT2A nepecTpoiikoi
- OcTpelii Neiko3 cMeLLaHHOro peHoTUNa, B/MUenonaHbiin, NOS
- OcTpelii Neiko3 cMeLlaHHOro dpeHoTuNa, T/MuenonaHbilii, NOS
B-numdobnacTHbIN neikos/numdpoma
- B-numdobnacTHbIii nevikos/numdoma, NOS
- B-nMdoBnacTHbIN Neiikos/numdgoma ¢ NOBTOPALLIVMUCA reHETUHECKUMM aHOManMaMn

. B-numdobnacTHbIi neiikos/numdoma ¢ t(9;22)(q34.1;q11.2);BCR-ABLL

. B-numdoBnacTHbIv nekos/numdoma c t (v;11g23.3);KMT2A rearranged

. B-numdoBnacTHbIi nekos/numdoma ¢ t(12;21)(p13.2;g22.1); ETV6-RUNX1

. B-numdoBnacTHbIi nekos/numdoma ¢ runepnnonaven

. B-numdoBnacTHbIv neikos/numdoma c runonnovaveit

. B-numdobnacTHbIi neiikos/numdoma c t(5;14)(g31.1;32.3) IL3-IGH

. B-numdobnacTHbIv neiikos/numdoma c t(1;19)(q23;p13.3);TCF3-PBX1

. ycrnosHasi noarpynna: B-numdobnacTHbii nevikos/numdoma, BCR-ABL1-nogo6Has
. ycrnoBHasi noarpynna: B-numdpobnacTHbii neikos/numdoma c iAMP21

T-numdo6nacTHbIN nerkos/numdoma
- yCnoBHasi NoArpynna: MMMoBnacTHbIN NeNKo3 U3 paHHWX T-KNETOYHBIX NMPEALLIECTBEHHUKOB
- ycnosHas noarpynna: nMMgo6nacTHbIii Neikos/nmMcoMa U3 eCTECTBEHHbIX KUINepoB



Knaccudukauma nemkosoB

I. Mo TNy TeyeHus
* OcmpbIe, U3 HE3PESbIX KIETOK (0r1acToB)

* XPOHU4YecCcKuUe, co3peBaroine m 3periblie
KINETKN.

Il. B cooTBeTCTBMUM C LLUTONrEeHe30M
* OCHO8BbIBaemecacs Ha npedcmaeneHu;vx O KpoeemeopeHuu.

* MuenonposnugepamueHsbie
3abosiesaHus

o JlumgbonponugepamueHbie



Knaccudumkaumsa nemkoson

Ocmpsble r1etiko3bl No UNTOreHesy nogpasaensatoTcs Ha:
— numdobnacTHbIn,

—  MuenobnacTHbINn,

—  MOHODONAaCTHbIN,

—  MMWENOMOHOONAacTHbIN,

—  3puUTpOMMENOOnacTHbIN,

—  MerakapuobnacTHbIn,

—  HeauddepeHUMPOBaHHbIN.

XpoHu4ecKue relKo3bl NnpeacTaBfieHbl NenKo3amu:

—  MMEenouuTapHOro NPOUCXoXaeHUsA:
*  XPOHWYECKNA MNENOUNTAPHbBIN NENKO3,
*  XPOHMYECKNN HENTPODUNBHbLIN NENKO3,
*  XPOHUYECKMI 303UHODUIIbHbIV NIENKO3,
*  XpoHuyeckuni 6a30OUNbHbIN NENKO3,

*  MUENOCKNEepOos,
*  JPUTPEMUS/UCTUHHAS MONULUNTEMUS,
* 3cceHumanbHasg TpoMoounTEMUS,
—  NMMOUNTAPHOTO NMPOUCXOXKAEHUS:
*  XPOHUMYECKUI NMMdonemnkos,
* napanpoTeMHeMn4ecKmne NnemnKkosbl:
— MuenomMmHas 6onesHb,
— nepBuWYHag MakpornobynuHemus BanbaeHcTpema,
— bonesHb Tsxkenbix Lenen PpaHknuHa,
— numdomartos koxun — bonesHb Cesapu,
—  MOHOLMTaPHOro NPOUCXoXaeHusa:
*  XPOHWYECKNA MOHOLIMTAPHbLIN NENKO3,
*  XPOHUYECKUI MUENTOMOHOLINTAPHbLIN NEWKO3,

* [UCTUOLNTOS X.




KoMeHTapun

[pynny oCTpbIX NIEUKO30B 00LEANHAET OOLLNIA NPU3HaK:
cybcTpaT onyxonn coCTaBnAaAlT MOSoAble, Tak Ha3blBaeMble
OnacTtHble KrneTkn. HazeaHmne popm ocTporo nemnkosa
NPOUCXOAUT OT Ha3BaHMW HOPMaSIbHbIX NPeaLwwecTBEHHNUKOB
OMyXOSieBbIX KIETOK: Muenobnactel, 3puTpobnacTsl,
numdobnactel n gp. OCTpbIv NENKO3 N3 MOPEONOrMYEeCKN
HengeHTUudpnumMpyemblix 6r1acTHbLIX KIETOK NOMy4un Ha3BaHue
HeanddepeHumpyemoro.

B rpynny XpoHWYeCKNX rieMKO30B BXOAAT
andpdepeHumpytomecsa onyxonn cuctemMmol Kposn. OCHOBHOWN
cybcTpaT 3TMX NENKO30B COCTaBNAT MOPAONIOrnyeckn 3perble
KNETKN — «UUTbI». byayym 3penokneTodHbIMU ONyXOonsmu,
XPOHMYECKMNE NENKO3bl 0603HaYatoTCs NO Ha3BaHUSM 3PEnbIX U
CO3peBalOLLMX KITETOK, KOTOPble COCTaBNAOT cybcTpaT onyxonw.
Bce xpoHnyeckne nenkosbl OTNIM4aeT oHa OCOOEHHOCTb: OHU
ONUTENbLHO (3a peaknm UCKMKYeHeM) ocTaloTcd Ha ctagum

N g o o o



Mopdonornyeckne ocodbeHHOCTH
NMeNKO3HbIX KIeToK

 [1pun BbIcCOKOM Onoke andodpepeHUNPOBKU NENKOIHLIE KIETKM
MOryT HarnoMMHAaTb CTBOJIOBLIE U B1AaCTHbIE KITETKU NEPBbIX
4YeTbIPEX KIMaccoB KIeTok-npealectseHHuL,. ['loatomy no
cteneHn audpdepeHUNPOBKN 3TN NENKO3bl HA3bIBAOT
brnacTHbIMU U HeandpdepeHUMPOBaAHHBLIMUN. [TOCKOMNBKY OHU
NpoTeKalT OCTPO, TO MOXHO rOBOPUTbL, YTO OCTPbIE
nenkosbl — 310 6nacTHble  HegnddepeHUNPOBaHHbIE
NenKo3sbl.

* [lpun HNU3KOM Broke anddpepeHLNPOBKU NENKOIHLIE KIETKN
HanNnoOMMHAIOT NpouUUTapPHbIE U LUTapHbIE KITETKK-
npegLwecTBeHHULbI, NENKO3bl MPOTEKAIOT MeHee
3110Ka4eCTBEHHO, XPOHUYECKU N Ha3blBalOTCS LUTAPHbLIMM.




XPOHUUYECKUN MUETIOJIEUKO3



XPpOHUYECKHUM JTUMPOIEHKO3



Octpeii IMM(POOIACTHBIN JIEUKO3
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OcTpblii MUEIOOACTHBIN JIEUKO3
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OCTpbIM IPOMUEIIOIUTAPHBIN JIEUKO3



OcTpbIN vs XPOHNYECKUN

OcHOBHbIe KHMHMHGCKMM&prIX JIEUKO30B:

e 60sIbWOE Kosmudyecmaeo 6s1acmHbIX KJl1emokK 1 X
npenmyLiecTBo (bonee 30 %, YaLle 60-90 %);

«JiIeuKkemMu4yeckuu npoeasr» — NCHE3HOBEHME MPOMEXYTOUYHbIX
doopm KreTtok Ha dooHe bonbLIoro KonnyecTea 611acToB.;

OOQHOBpPEMEHHOE Hannune abasogbunuu u aH303uHohunuU;
6bicmponpozpeccupyrow,ass aHeMus.

OCHOBHbIe KNMHU4YeCKne NPU3HaKkn XpOHUYECKUX JIEMKO30B
(NMpu3HaKu Te e, HO C TOYHOCTbLI0 HA06OPOT):

Hebosibwoe Konnudecmaeo 6s1acmHbIX KIliemoK Uinmn nx
oTcyTcTBUME (MeHee 30 %, vaLle 1-2 %),

omcymcmaeaue «JieukeMu4ecKo20 rpoeasia», T0 eCTb
Hannmyme NPoOMeXYTOYHbIX POPM KIEeTOK (MPOMMENOUNTLI U
MUENnouuThbI);

6a3zopunnbHO-303nHOUNBLHAA accoumaumns, TO eCTb
OHOBpPEMEHHOoEe Hannuue 6asogusiuu u 303uHounuU;

MeOsieHHorMnpozpeccupyrouiast aHeMusl C yBENNYEHNEM
CKOPOCTM CBOET0 PasBuUTUS B MepUof CBOEro 000CTpeHUS.



Knaccudumnkauma nenkoson

o o6wemy qucrny neukoyumoes U Haau4yuro
6s1acmHbIX Kllemok e nepughepuydecKkol Kpoeu

Jlenko3bl ObIBalOT

* rieikemuyeckue (bonee 50—80x10°/N NENKOLUTOB,
B TOM 4Yucne brnacThl),

e cybnenkemunyeckme (50—80x10°/n nenkoumTOB, B
TOM 4Yucne 6nacthbl),

* rerkoneHunYeckue (cogepxxaHue nemkoumTos B

nepndepnveckon KpoBmM HUXKE HOPMbI, HO €CTb
bnacTbl),

° anevKkemm4yeckue (cogeprkaHue remkoLmnToB B
nepudpepnyeckon KpoBum HMXKe HoOpMbI, bracTbl
OTCYTCTBYIOT).




XpoHUu4yeckKue rieuKkosbil

MMENOLMTAPHOIo NPOUCXOXOEHUSI:
—  XPOHWYECKUN MUENTOLINTAPHbIN NENKO3,
—  XPOHWYECKUN HEUTPOPUNbHbLIN NENKO3,
—  XPOHUYECKUN 303NHODUITbHbLIN NENKO3,
— XPOHMYeckni 6a30PUNbHLIN NENKO3,
— MMWENOoCKNepos,
—  JPUTPEMUSA/UCTUHHASA NONNLNTEMUS,
— 9cceHumanbHag TpomoounTeEMUd,
NUMdOLMTAPHOIO MPOUCXOXAEHUS:
—  XPOHUYECKUN TUMAOSIENKOS,
— napanpoTeNHEMUYECKNE NENKO3bI:
* MUernomHas bonesHsb,
* nepBuYHas MakpornobynuHemmns BanbaeHcTpema,
* HonesHb TXKenbix uenen PpaHknnHa,
* numMmdomaTtos Koxm — 6onesHb Cesapu,
MOHOLIMTAPHOIO NMPOUCXOXAEHUS:
—  XPOHWYECKUN MOHOLIMTAPHbLIN NTIENKOS,
—  XPOHWYECKUN MUENOMOHOLINTAPHbLIN J1IEMNKO3,
— [UCTUOLINTOS X.




XpOoHU4YeCKUN MUenonenKkos
(XMI)

dopma renkosa, KOoTopasi XxapakTepu3yeTcd YCKOPEHHOW U Heperynmpyemomn
nponugepaunen NnpenmMyLLLeCcTBEHHO MNENONOHbIX KITETOK B KOCTHOM MO3re C 1X
HakonneHnem B KpoBu. XMJ1 — remonoaTnyeckoe KroHanbHoe 3aboneBaHue,
OCHOBHbIM NPOSIBIIEHNEM KOTOPOro $BnseTcsa nponudepaunsa 3pesnbix
rpaHynoumToB (HeMTpodunoB, J03MHOpUIIOB ©n  6as3oduroB) U UX
npeaLlecTBEeHHUKOB.
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[lepundepunyeckasn KpoBb (oKpacka Mau-
[ ptoHBanbg — ['Mm3a): NEUKOLIMTO3 CO
COBWUIOM BI1EBO




XPOHUUYECKUN MUETIOJIEUKO3



XPOHUUYECKUN MUETIOJIEUKO3



[TaToreHe3 XMIJ1

Ha npumepe XMJ1 Bnepsble Obifia NokasaHa CBs3b 3/10Ka4€CTBEHHOIO
3aboreBaHUs C KOHKPETHOW reHETUYECKON aHOMarnMmen.

dunagenbdunckasa xpomocoma: TpaHcrokaumua parmMeHT reHa BCR
N3 XPOMOCOMbI 22 1 reHa ABL 13 xpomocombl 9. Ph-xpomocoma
(t(9;22)(q34;q11)

Bernok BCR-ABL B3anMoOAeNCTBYET C 0AHOW U3 cyObeanHUL, KNETOYHOIo
peuenTopa K uHTeprneukunHy 3. TpaHckpunuma reHa BCR-ABL
NPOUCXOANT HEMPEPLIBHO N HE HYXXOAEeTCH B akTuBauuu gpyrumm
6enkamun. BCR-ABL aKTUBUPYET CUrHaNbHbIN Kackag,

KOHTPONUPYIOLWMN KNETOYHbIN LIMKIT, YCKOPAA OefIeHUNE KITETOK.

Bonee Toro, 6enok BCR-ABL noaasnset penapaunto JHK, Bbi3biBas
HEeYyCTOMYMBOCTb reHoMa 1 genas KneTky boriee BOCNPUUMYMBOU K
nanbHEeNLWnM reHeTUYEeCKUM aHOManmsMm.

AKTUBHOCTb BCR-ABL — natodpmanonornyeckasi npuynHa
XPOHMYECKOro Muenornenkosa. ['lo mepe nsyyeHusa npmpoabl berka
BCR-ABL 1 ero TMpO3MHKNHaA3HOW aKTUBHOCTMN.




KnnHnyeckasa kaptuHa XMJI

« 3aboneBaHune 4YacTo npoTekaeT 6eCCUMNTOMHO, BbISIBNASCH NpU
PYTUHHOM KIMHWUYECKOM aHanu3e KpoBW.

« Ctagumn XMIJI.

1) Okorno 85 % nauneHToB ¢ XMJ1 K MOMEHTY NOCTAaHOBKU AnarHo3a HaxoasTCs B

XpoHu4yeckou haze. B TeyeHune aTon doasbl KIMHUYECKNE NPOABNEHNSI OObIYHO

OTCYTCTBYIOT UNU UMEIOTCH «JIErKMe» CUMNTOMbI, TaKUe Kak HegoMoraHme unu

YyBCTBO NepenosiHeHUsA XNBoTa.

« XpOHWYECKad CTaaua xapakTepusyeTca NnocTeneHHo HapacTarLWwum
NIeMKOLUTO30M, CKMOHHOCTbLIO K YBENIMYEHUIO YUcra TpoMOoLUTOB,
rMnepKreTo4YHbIiM KOCTHbIM MO3romM C yBeriudeHMemM Yucria MonoabIix
rpaHynoumToB U YBeNIMYEeHUEM pa3MepoB Cerie3eHKM.

2) cTagums akcenepauuu : yBermymBaeTcd KOm4yecTsO MMENoUnUTOB U

METaMUENOLMTOB, NOABAITCS NPOMUENOLMUTBI, YacTo 2-10% GnacToB. [poncxoauT

XapaKkTepHoe U3MeHeHne nenkounTapHom popmynbl: TEHOEHUNSA K ypaBHUBAHUIO

CYMMbI 3perbIX U HE3PESbIX rPaHyNoLMTOB UK K NpeobnagaHunio He3perblxX.

3) BnacTHbIn Kpu3 — mHanbHas ctagusa pa3sutud XMJ1, npotekatoLlas, nogobHo

OCTPOMY NEeNKO3Y, C ObICTPON Nporpeccnen u HENPOAOIMKUTENbHON BbXKMBAEMOCTbLIO

«  >20 % mumenobnactos nnn numdcobnacToB B KPOBU UMK KOCTHOM MO3r€;
* KpynHble rpynnbl 651aCcTOB B KOCTHOM MO3re npu duoncuu;
* pasBUTUE XNIOPOMbI (CONMMOHOIO dooKyca femkemMmnm BHe KOCTHOro Mo3ra).




I[lnarHocTukKa u ne4yeHue

O0LWMIM aHaNIM3 KPOBM: MOBbILLEHNE

KOnun4yecTBa rpaHysIoLUMTOB BCEX TUMOB, BKIHOYas
3penble mmenougHble Knetkn. Konnyectso
6a3odpunnoB 1 303MHOMUIIOB MNOBLILLEHO NPaKTUYECKN
BCEraa,

buoncua KOCTHOro Mo3ra

LinToreHeTn4yeCcKumn aHanus unu
FISH dornoopecLieHTHON TMBpuamn3aLnm in
situ: punagenbdumnckasa Xpomocoma

MeTtopa [1LLP: aeTekuymnm reHa BCR-ABL

JleyeHune: NHIMBUTOPBLI TUPO3UH-KMHA3 (MMabNHNO,
HUNOTUHMO n ap.); TpaHcnnaHntTaumsa KM (peako)




UcTHHasa nonuuutemMus

UcmuHHast nonuyumemusi (mepeudyHasi moauyumemusl,
polycythemia vera, apumpemusi, 6os1e3Hb Bake3a) —
XpOHU4Yeckoe MuesionposiugpepamueHoe 3abosieeaHue ¢
rnopa>xeHuemMm cmeoJsioeol K/iiemkKu, cesi3aHHbIU C
nposiughepayuel mpex pocmKo8 KpoeemeopeHUsl,
noebiWeHHbIM ob6pa3oeaHueM 3pumpoyumos u, 8 MeHbweul
cmeneHu etdkoyumoes u mpomboyumoas.

OTOT npouecc B bonbLIen cTeNeHn 3aTparuBaeTt
3pUTpodNacTUYeCKn pocTok. B KpoBM nosBnsieTca n3bbITo4HOE

KONNYEeCTBO PUTPOLIMTOB, HO TaKXKe YBENNYNBAETCS (B MEHbLLEN
CTENEeHN) KONUYecTBO TPOMOOLINTOB M HEUTPOMUNBHBIX
ITIENKOLIMTOB.

KneTku nmerT HopMarsbHbIM MOPdOIornvyeckn BuA.

Habntogaetcs myTaumsa TMpo3uHKMHa3b! JAK2 (AHyc-KMHa3bl)

cTuHHasa nonuuutemmnss — 605e3Hb B3pOCHbiX, Yalle nui,
NOXXMIOro Bo3pacTa, Ho BCTpeYaeTcs Uy MonoabiX U AeTeun.
[Nonruve rogbl Oone3Hb He gaeT o0 cebe 3HaTb, NpoTekaeT be3



KnuHun4yeckas kapTuHa npw
UCTUHHOM NONMULIUTEMUMN.

1. O6ycnoBrneHHble yBeSIM4eHUEeM MacCbl LNUPKYIUPYOLWNX
3PUTPOLMUTOB,
2. BbizBaHHble nponudepaumnen rpaHynoLumMToB U TPOMOOLIMTOB.

3a CUYET yBENUYEHUSA YMCcna 3pUTPOLINTOB MOBLILLAETCHA BA3KOCTb KPOBY,
BO3pacTaeT Macca LMPKYyNupyoLen KpoBnu. ATO BEAET K 3aMea1eHUto
KPOBOTOKAa B cocydax n obpasoBaHuio TPOMOOB, YTO NPMBOAUT K
HapyLLUEHMIO KPOBOCHABXEHNS N TUMOKCUMN.

|_|pl/l normunTeMmnm Koxxa nmeet KpaCHO-BMUJHéBbIIZ uBeT, 0COBEHHO Bblpa>KeHHbII7I
Ha OTKPbITbIX YaCTAX Tella — Ha Jinue, Liee, KNCTAX. A3bIK U Fy6bl cnHeBaTto-

KpaCHOro LUBETa, rnasa Kak 6bl HanuTbl KpOBbHO (KOHBIOHKTUBA rna3
rmnepemMupoBaHa).

3ya, yXyaleHne MO3roBoro KposoobpalleHusa (ronosHas 6onb, Wym B yLiax,
FOfTOBOKPY>XEHME, pacCTPOMCTBA 3PEHUS, TPAH3UTOPHbIE NLLEMUYECKME 3NN30abI).

XapaKkTepHO YCKOPEHHOE pa3BUTNE aTEPOCKITEPOTUYECKUX N TPOMDOTUYECKUX
3aboneBaHnn (MHCYNLT, MHAAPKT MUOKapAa, NopaXXeHue nepugepnyecknx
COCYOOB; HE XapaKTepHbl TPOMDO03 Me3eHTepUarbHbIX U NEYEHOYHbIX BEH);
KpoBOTeYeHuns (HocoBble, n3 XKKT); cnneHomeranuga

B Tepanuvuu 3aboneBaHVY NCHoONb2IVIOT: KDOBOMVCKAHUS U




JlTabopaTopHbIe noKa3aTtenuv npw
UCTUHHOM NOoNMUUUTEeMUU

KonnyecTBo apuUTpoLUTOB yBENUYEHO U 06bIYHO cocTaBnsaeT 6—8 x 102 /n u Gonee.
[emornobuH nosbllwaeTcs Ao 180—220 r/n.

LiBeTHOWM NnokasaTtenb, Kak npaBunnio, MeHblue eauHuubl (0,7—0,6).

Obwmin 0bbemM LUMPKYINPYIOLLEN KPOBM 3HAYNTESBHO yBeNnYyeH B 1,5—2,5 pasa, B
OCHOBHOM 3a CYET YBENNYEHUS KONTMYECTBA 3PUTPOLMTOB.

[NokasaTenb remarokpura JocTUraeT 65 % n bornee.

Yuncno petukynoumnToB B KPOBM NOBbILLEHO A0 15—20 %o, YTO CBMAETENLCTBYET 00
YCUIEHHOW pereHepaumm 3puTPOLINTOB.

OTme4vaeTcs NonMxXpomasmnst SpUTPOLINTOB, B Ma3Kke MOXKHO OOHapPYXUTb OTAENbHbIE
apuTpobnacTbl.

YBenunyeHo KonmyecTBo NenkoumToB B 1,5—2 pasa (oo 10—12 x 10° /n).

YBenunyeHne nponcxoguT 3a cHeT HeMTPOUIIOB, CoOAEPKAaHNE KOTOPbIX
yBenuumBaeTtcs 0o 70—85 %. Habntogaetca nanovykoaaepHbIn, pexe MMeNnoUnTapHbIN
caBuvr (casur nenkouutTapHon gopmyrnbl BIEBO).

YBennunBaeTcst KONM4eCcTBO 303MHOUIIOB, pexe n 6azodunos.

Uncno TpoMGoLuTOoB yBenuyeHo Ao 400—600 x 10° /n, uHoraa GonbLue.

Bs3kocTb KpoBM 3HaYMTENBHO NoBbilweHa. COJ 3ameaneHa (1—2 mm/4ac).
YBennuneaeTcs ypoBeHb MOYEBOW KUCIOTLI.




UcTUHHaA nonuuutTemMus

"_’ ) .’ V“\. l‘




Muenocgpuodpos
(MMenougHasa metannasuns)

e Muenogubpo3 - amo ypeamepHoe obpazosaHue
coeduHUMesIbHOU MKaHU 8 KOCMHOM Mo32e (¢pnbpos) ¢
nomepel KpoeemeopPHbIX 3JIEMEeHMO8 U Nnocsiedyrou,um
3Ha4YumeJsibHbIM ycUJIeHUeM 8 HEKOCMHOMO03208020
KpoeemeopeHusi (MuenouaHasa metansna3sus),
rnpeumMyuw,ecmeeHHO 8 rne4yeHu u cesie3eHKe, Ymo
corpoeso)xdaemcsi 8blpaxeHHbIM yeesilu4eHUeM ux
pa3mepoas.

* Mnenodpunbpos MOXeT ObITb NEPBUYHBLIM UITM BTOPUYHBIM B
pesynbrate psga remaTtosiorm4eckmx, 3nokavyecTBEHHbIX U
0obpoKayeCcTBeHHbIX 3aboneBaHum

e CMMNTOMBI M NMPU3HAKHN

* Y MHOMMx naumeHToB Mmmenounbpos npotekaet 6eccnmnTomHo. Y
HEKOTOPbIX OTMEYaoTCA CUMMTOMbI aHEMUK, CMITIEHOMEranum Unm
(Ha no3aHuX cTaausax) obliee HegomMmoraHne, NoTepst BECa,
nunxopaaka, UHPapKTbl cene3eHKkn. Y 3Ha4YnTenbLHoro 4ymcna

NauneHToOB Pa3BUBAETCA renaroMmerarins. YBenunyeHune
nuMchaTUHeCKINXY VRMOR RCTHhauaaTed Denrko



Muenocgpuodpos
(MMenougHasa metanna3suns)

OuarHocTUKa.

AHEMUSA C NSMEHEHNSIMUN B Ma3KaX KPOBMU: aTUMNYHbIE SPUTPOLUTI
(KNeTkn «nagaroLlen Kannu», gpyrme nonkuounTbl, SaepHble
9PUTPOUAHbLIE KINETKN, BazopunbHasa NyHKTaum4, rmraHTckne qoopmel
TpoMOOLUNTOB).

Buoncusa KOCTHOro Mo3ra CrnyxuT onpeaensitollinm Tectom, pubpos
KOCTHOIoO Mo3ra MOXeT ObITb 3adonKCMpoOBaH Npu oKpalunBaHUU Ha
peTnkynuH. MoxeT pa3BnBaTbCs OCTEOCKI1EPO3 (NOBLILLEHNE
NIOTHOCTU KOCTH).

Okono 50% nauueHToB NMMeT MyTaumio JAK2. HekoTopble MetoT
MYTaLWI0 reHa KanpeTukymmH.

INNeyeHue
CumMmnTomartuyeckas Tepanus.

B HEKOTOPbIX CJTyHadXx — aJifioreHHasd TpaHcryiaHTaumna CTBOJ1I0OBbIX
KNEeToK.

NHorga nHrnountop JAK2, pykConnuTuHMG

CpenHuin nepunop Bb>KMBaHUSA COCTaBMNSAET OKOMO 5 NneT.



(Mosauss cragus
nepBuYHOro
Muenopudposa -
CoeAUHUTRIIbHAS
TKaHb de3 ovaros
KpoBeTBopeHus.

Muenodmﬁp
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L

Petukynuxossie Bos0OKHA
(temuo-KpacHbie) B nepeudHoil

"2 CTafuu UAKONaTUYECKOro
§ . Muenodudposa
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JcceHUuuanbHas
TpoMOoLuuTemMuna

AcceHyuanbHass mpomboyumemus (3cceHyuasibHbIU
mpombouyumo3s, nepeuYyHasi mpombouumemusi)
Xapakmepu3syemcsi yeesiu4eHUeM 4yucrna
mpomboyumos (>450*109/51) u Me2akapuoyumapHou
aunepnna3uell U CKIIOHHOCMbIO K KPO8OmMeYeHUsIM usnu
mpombo3am.

YBenuyeHHas npoayKumsa TPOMOOLINMTOB MOXET BbITb

O6yCJ'IOBJ'IeHa noBblLLEHUEM HYBCTBUTEIIBHOCTHA
MErakapmoumnToB K LUTOKMHaAM UTIN, HaO60pOT ee

CHUKEHNE "'6388 000 ga ;gii"
O
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JcceHUuManbHas
TpomMmbountTemus

[TauneHTbl MOryT NPeabsaBNATh Xanodbl Ha cnabocTb,
rofioBHbIE BONK, NapecTe3nmn, KPOBOTOUYUBOCTbL; Npu
obcnegoBaHMn MOXET OOHapYXMBaTbCS cnrieHoMeranus, a
TaKkKe Uwemmns nanbLes.

TpombouuTemMma pacnpocTpaHeHa y nogen ctapue 50 ner,
XEHLLUMHbI O0MeloT aTUM 3aboneBaHMeEM Yvalle, YEM MY>KHYUHBbI.

HauanbHas doopma 3aborieBaHUsA B NEYEHUN HE HYXXOAEeTCH,
bornee pa3suTbie PopMbl TPEBYIOT NpUeEMa NeEKapPCTB,
NOHWXXaKOLLMX KONMYECTBO TPOMOOLIMTOB UMK PasXmxaroLmx
KPOBb, NN OOQHOBPEMEHHOIO npuema obomnx NnpenapaTos

[TporHo3 gaHHoro 3aboneBaHna B LENOM braronpusaTHbLIN.
OpgHako B 20 % criy4aeB rnepBuyHasi TpoMooumnTeMus
nepexoguTt B mmenodumnobpos. B 2 % cny4yaes 3aboneBaHue
TpPaHCOOPMUPYETCS B OCTPbIN NENKO3, NPU 3TOM PUCKN MOTYT
yBennMuMBaTbCA Nocrie npoBeaeHns LMToCTaTuyeCKou
Tepanuu.



[lononHUTENBLHbLIN MaTepuarn



Teopust onyxoneBou nporpeccumn

[emobnacTosbl, Kak NpaBuio, NPOXoaaT ABe CTagaun: MOHOKITOHOBYHO
(QOBpoOKa4YeCTBEHHYIO) U MOSMKIOHOBYHO (3110Ka4YE€CTBEHHYIO)

YrHeTeHne HopMarbHbIX POCTKOB KPOBETBOPEHMUA

CmMeHa andpdepeHUMpOBaHHbIX KNETOK, COCTaBMAAKLLNX OMyX0osib NPU XPOHNYECKNX
nerkosax bnacTtHblMun, onpeaensowmmMmm passutme d6nacTtHOro Kpmsa

Onyxonesble KNEeTKN, npexae Bcero 6nactbl, MOryT TEPATb PEPMEHTHYIO
CneunduUYHOCTb LUTOMNIasMaTU4ECKNX BKITKOYEHNN U CTAHOBUTLCA
MOPJIONOrMYeCcKn N LUTOXUMUYECKN HENOEHTUPULNPYEMBIMU

dopma agpa v ymtonnasmbl 6nacTHbIX KIETOK NPeTeprnmBaeT ckaykoobpasHble Unu
NOCTENeHHblIEe U3MEHEHNS OPMbI

MeTacTtasbl remobnacTto30B BHE OPraHOB KPOBETBOPEHUS OTpaXatoT nosiBreHmne
HOBOro, aganTUPOBaHHOIO K JaHHOW TKaHW CyOKIOHa, MeTaTcTasbl BeayT cebs B
pasHbIX OpraHax He3aBUCUMO, HEPEOKO OHN MMEKT pasHy YYBCTBUTESNbHOCTb K
UMTOCTaTUY4ECKMM KOMBMHaLNSM

[TosiBneHne pe3sncTeHTHOCTU ONyXonn K paHee 3PMEKTHOMY JIeYEHUIO O3Ha4YaeT
KadeCTBEHHO HOBLIM 3Tan B €€ pasBuUTun



