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OnpenenexHune

*OcTpbI MUenouaHbIiu nenko3s (ganee — OMI1) - aTo kKNoHanbHoe
onyxosieBoe 3aborneBaHVe KPOBETBOPHOW TKaHW, CBA3aHHOE C
MyTaLWeN B KIeTKe - npeglecTBeHHuLe remonoasa, cnegcrsnem
KOTOPOW CTAHOBUTCSA Or10K AndodoepeHLMpoBKN N OECKOHTPOrbHAaS
nponndepauns HespernbiXx MUenounaHbix Knetok. Cybcrtpar
Onyxosin — KrneTku IV knacca (bnactbl).

e XpoHNn4YecKun muenoumpaHbin nenkos (gaanee - XMJl) - ato
KITOHasIbHOE onyxosriesoe MuenonponugepaTmBHoe

HOBOOOpa3oBaHue, oOycrioBneHHoe 3rioKayeCcTBEeHHbIM
nepepoXxaeHnem  CTBOSIOBbIX  FEMOMO3TUYECKUX  KNETOK U
XapaKTepmaytoLleecs YCUINEHNEM nponudepaumn

rpaHynoumTapHoro poctka ©e3 rnotepu  CrNOCOOHOCTUM K
ONPEPEeHUMPOBKE,  runepnnasmeu MUENoOMOHON  TKaHWy,
MWENOMOHON MeTannasven KPOBETBOPHbLIX opraHoB. CybcTpar

onyxon)m — Knetknm V 1 VI knaccoB (cospeBalolime U 3penble
vrneTku)




OnpenenexHune

OMI1 n XMJ, kak n gpyrne octpble U XPOHUYECKME
NIeNKo3bl, He_nepexoosm 00uH 8 dpyaou. To ecTb
TEPMUHbI «OCTPbIN» n «XPOHNYECKUN»
MCNONb3YITCA B remMaTtonormm He COBCEM B TOM
3HA4YeHMN, B KaKOM OHW MCNONb3YylTCA B APYrux
MeaNLMHCKNX ONCLUUNTIUHAX.




PacnpocTpaHEeHHOCTb

*OMIJ1: YposeHb 3abonesaemoctn OMJ1 yBenninsaeTtcs
C BO3pacToM, CcpeagHun  BO3pacT  BbIABNEHUS
sabonesaHua coctaBnger 63 roga. Ha OMIJI
npmxoguTcst OKoNo 90 % BCEX OCTPbIX JIEMKO30B VY

B3POC/IbIX, HO Y AeTEN OH BCTpeYaeTcs peako. OT nona
He 3aBUCUT.

XMJ1: 3aboneBaHne MOXET ObITb BbISIBIEHO B J1I0OOM
Bo3pacTte. [luk 3aboneBaemMoCcTun npuxoauTcst Ha
BO3pacT 50 - 59 neT, ogHaKO 3Ha4YnTEerNbHOU ABNAETCH

Oons MmornodblX nauneHToB B Bo3pacTte Ao 40 net - oo
33%. OT nona He 3aBUCUT.



OTUNONOrnS

*OTCYTCTBYET CNEUNPUYECKNN ITUOSNOIMYECKUI
doakTop.

OMIJI: NHbIE paccTpoucTBa CUCTEMBI
KPpOBETBOPEHUS, BO30ENCTBUE BpeaHbIX

XUMUYECKUX BELLECTB, NOHU3UPYIOLLIEE U3NyYeHue,
reHeTn4yeckne paktopebl.

oXMJ1: OOcyxxgaetca porb pasnMYHbIX PaKTOPOB -
MOHN3UPYIOLLLETO N3NTyYeHUA, MHPEKL NN, TOKCUHOB,
OOHAKO YEeTKOU B3aMMOCBS3U He BbISABIEHO.



[laToreHes

OMIJI: 3rnokadectBeHHbIMW  KneTkamu npu  OMIJI
BbICTYnarT mmenobnactel. Npu OMJ1 B kakom — nnbo m3

MuernobnacToB HaKanIMBatoTCH reHeTn4ecKkmne
M3MEHEHUS, KOTOpble «3aMOpaXkuBaltT» KIETKY B
He3penom COCTOSIHUM, OCTaHaBIBas

npouecc knetodHon gugppepeHumaunmn. Cama no cebe
Takasgd MyTaums He BbI3bIBAaET JEUKO3, HO Koraa
«OCTaHOBKa gnddepeHunaymm» codeTaeTcda ¢ Apyrmmu
MyTaLUUAMKU, KOTOPbIE NPUBOAAT K yTpaTe reHETUYECKOTrO
KOHTpOn4 Ha[ pPOCTOM KINEeTOK, pes3yrnsraTtom

OKa3blBaeTCcA HeynpaBnaemMoe pa3sMHOXeHNe He3Pesoro
KNMETOYHOro KJfioHa, onpeaensowero KrinHUYecKyto

cywHoctb OMIJI.



[laToreHes

XMIl: TlaroreHetnyecku  XMJ1  npeacraenger  cobow
KnoHanbHbIN _ MuenonponugpepaTuBHLIN npouecc,
pa3BMBalOLLMNCA B pes3ynkraTte 3110Ka4eCTBEHHOW
TpaHcopMaLuyM B pPaAHHUX TEMOMO3TUYECKUX CTBOJIOBbIX
Knetkax.  BoO3HWMKHOBEHMEe  TpaHcnokauum  t(9;22), TaK
Ha3biBaeMou "bunnagenbdonnckou XPOMOCOMbI" (Ph-
XPOMOCOMbI) U COOTBETCTBEHHO XMMeEPHOro oHkoreHa BCR-ABL
nexat B OCHOBe naTtoreHe3a 3aboneBaHusd. [lpoOyKT reHa
BCR-ABL npeacrtaenger cobon TUPO3UMHKMHa3y C aHoMasbHO
NOBbLILLEHHOW  aKTUBHOCTbIO,  PErynupyroLLlyio  CuUrHansbl,
OTBETCTBEHHLIE 3a KNEeTOYHbIN POCT, aKTueauuio,
anaepeHLNPOBKY, aaresuto 1 anonToa.

[ToBbILLEHHAA TUPO3UHKMHA3HAs aKTUBHOCTb aHOMAaSIbHOIO
berika BCR-ABL onpegenaer He TOMbKO MOBbILLEHHOE

Pa3MHOXEHNE KJIEeTOK, HO W TMpenMyLlecTBO OlyxosieBoro
KDORAETRODAHINGA nenernl HODMAIMNLHKIM A nocternaeaHdHoo e



OMI: - cmadus nepsou amaku
- paszsepHymasi cmaousi
- mepMuHasibHas cmaous usiu 8b1300p0o8sieHuUe
XMIJ1: - xpoHu4yeckas gpa3sa
- ghasa aKcernepauuu
- brnacmHbIU Kpu3 (¢pbada cXoOHa 1o rnposieriIeHUsIM ¢

OM/J1I)

[1pUYnHLI CMEpPTHU: MHPEKLMNOHHO-BOCNANUTENbHLIE
OCNOXHEeHna (NepuTtoHUT, NHEBMOHUA, cencuc wu ap.),
KPpOBOTEYEHNA, KPOBOU3ITUAHNA BO BHYTPEHHMNE OpraHbil.




[lnarHocTtuka

OMI1: - obwuu aHanu3 Kkposu
- Ma30K Kposu
- MYHKUUS KOCMHO20 Mo32a
XMN: - obwuu aHanu3 kposu
- MYHKUUS KOCMHO20 Mo32a
- 2ubpuouszayus, NLP



00 B4 DG 7 (

ITHOJIOTUSA

*OTcyTcTBYEeT cneunduyeckmm aTuonornyeckum dakrop

PacripocTpaHeHHOCTH

- 3aboneBaHuMA Yale BCTpe4varoTca y nogen ctaplue 50 ner
* Bo3HMKHOBeHue 3aboneBaHnda He 3aBUCUT OT Nona

IlaTorenes
« CyGcTpaTt — KneTku IV Knacca « CyGeTpaTt — KneTtku V U VI KnaccoB
» KneTku He cnocoOGHbI K anddepeHumnpoBke e KneTku cnocoOGHbI Kk anddepeHumnpoBke
*» OCHOBHOE€ 3BEHO natoreHe3a — reHeTu4yeckasa mytauusa |* OCHOBHOe 3BEeHO naTtoreHesa — TpaHcrnokauus
» TeyeHue ObICTpPOE XpOMOCOM
* TeueHue meaneHHoe

* Tpetbsa ctagua XMJ1 cxogHa no nposasrieHnam ¢ OMJI
e CxogHble MPUYNHBbI CMEepTHU

JIlnarmocruka

* OAK, NyHKLMA KOCTHOro Mmo3ra




BbiBOAbI

OMIJ1 n XMJ1 mnmetor cxogHble 4epTbl, OOHaKO
pas3fin4yHbl MO nartoreHesy, 4TO M 0OYCNOBUIO
BblAENeHne UnX Kak OTAenbHbIX HO30510MM4YeCcKmx

doopm.
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