IInarHocTunkKa natonormmn 6enoro
POCTKa CUCTEMbIl KPOBM
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* HoBoOOpa3oBaHWA KPOBETB Mbl:
* FemobnacTo3bl
* /1enKko3bl,
* MmnenonpoandepatnsBHble 3a00/1€BaHMA
* /lInmponpombepaTtnBHbie 3ab0/1€BaHUA
* [lapanpoTtenHemuma
* ArpaHy/10uuTO3bl



/TIOC-TKAHb, KOTOPAdA BO3HUK/IA

* TEMOB/IACTO3AMM Ha3biBaloT rpynny onyxoneAl‘/’l, BO3HUKLUMNX U3
KPOBETBOPHbIX K/1E€TOK.

+ JIEMKO3bI - onyx0/b, UCXOAALLAA U3 POAOHAYA/bHbIX
(CTBO/10BbIX) KPOBETBOPHbBIX K/IETOK C NEPBUYHBIM MOPAXKEHUEM
KOCTHOIO MO3ra.

* [@MaTOCapKOMbI — BO3HMKAKOT M3 KPOBETBOPHbIX K/1ETOK,
npeAcCTaBAAT COOOM BHEKOCTHOMO3rOBble pa3pacTaHuA
©/1aCTHbIX K/1€TOK.

* JIMM@POLUTOMBDI - COCTOAT M3 3pe/IbiX IMMPOLUTOB UIN
0bpa3oBaHHble pa3pacTaHUAMMU, UAEHTUYHBIMU AUMPATUHECKOMY
Y31y, Ma/Z10 U1 COBCEM He NOPaXKaroT KOCTHbIM MO3T.



2. XpOHMYECKMI HEMTPOPUAbHBIN NeirKo3 (XHA).

3. UcTHHaA noavyutemus (UN).

4. NMepBUYHbIN Mruenodpubpos (paHee ngMonaTUHECKU
muenodpubpos) (MMP).

5. DCCeHuMabHaA TpombouuTemus (IT).
6. XpOHUYECKUIM 303UHODU/IbHBIN /1eMK03 (XI/1).
7. MacTouuTos.

8. MuenonpoavdpepatmeHoe HOBOOH6pasoBaHme
HeK/1accmouumpyemoe.



nepnaact

* /IeMKoUMTO3 Bbilwe 11,0x109/A 3@ CHET rpaHy/A0LUTOB,
nepexoAHbIX GOPM K1eTOK HeMTPOPU/IbHOIO pAAa

+ BazodubHO-303MHOPUAbHAA accoumauma (6asodubl
60/blue 1%, 303MHOPUAbI 6oAbLUIE 4%)

* TpOMBOLUTO3

* YBE/IMYeHMne cene3eHKM U/UAU NeYeHU C Ha/InYneEM
CMMMNTOMOB MHTOKCUKALUKU UM 6€e3 HUX

* CMMNTOMbI HEAOCTAaTOYHOCTU KOCTHOMO3IOBOrO
KpOoBeTBOpeHUA (aHeMMA, TPOMOOLMTONEHUA) NPU
BbIPa*KEHHOM MUMepn/Iasmm rpaHy/IoLMTON033a B KOCTHOM
mos3re

* 'mnepypukemus.



* /IeMKOUMTO3 3a CHET K/1IeTOK FPaHy/10 '
MOBbILLEHUEM KO/IMYeCTBA 303MHOPUNOB 1 6a3oPpu/0B,
CHUXEHUE CoaeprKaHuMA LLe/104HOU PpocdaTasbl B €MKOLUTAX
nepupepu4ecKkon KpoBHu.

* MnepypuKkemMus no AaHHbIM BUMOXMMMYECKOro UCC/1e0BaHUA
CbIBOPOTKM KPOBM.

+ YpoBeHb t(9;22) 95% u 60/bLUe NO pe3y/ibTaTaM CTaHAAPTHOM
LMTOreHETUKU B MeTadasHbIX N1aCcTUHKaX.

* TpaHckpunT BCRABL1 B CbIBOPOTKE KPOBU MO AaHHbIM
KonnvecTBeHHoM MLP (B peaibHOM BpemeHu — 40 100%) uam
KayeCTBEHHOM.



Bo/bLuMe KpuTepum: L —

* YpOBEHb reMor/Z100MHa > 165 [ 1 Y MY>KUYMH M 160 T [ 1 Y }KEHLLWH
AU FTeMaTOKPUT 60/1€€ 49 % Yy MY*KUYMH U 60a1ee 48 % Y KEHLLUWH;

* ObHapyxeHne myTtauum JAK2V617F nam gpyrmx GyHKLMOHANIBHO
CXOXMX MyTaLUKU, HaNpUmMep B 12-M 3K30He reHa JAK2;

* Tpex/AnHenHasaA rmnepnaasusa 3puTponaHoOro, rpaHy/10uMTapHOro
M MerakapmoumuTapHOro poCcTkoOB KOCTHOIO Mo3ra C
NO/IMMOPPHBIMU MEerakapuoLumnTamm Nno AaHHbIM
TpenaHobuoncmu.

Manbiv KpuTepum:

* YpOBEHb 3pUTPONO3TUHA HUXKE BEPXHEro npeae/sia HopmMbl.

AvarHos Ul B 3Tom BapuaHTe BepupuumpyeTca npm HaiMumm 3

60/1bLWKMX UK NepBbIX 2 60/1bLUMX U Ma/IOr0 KPUTEPUEB.



* - Onyxo/1eBoe HOBOOb6pa3oBaHue KOU
TKAHU C NE€PBUYHbBIM MOPa*KeHMeM KOCTHOFO MO3ra,
MOpP®dO/10rM4eckum CybCcTpaToM KOTOPOro AB/AETCA
6/1aCTHaA KAeTKa

* TepMUH «OCTPbIX /1IeMKO3» BBegeH B 1889 T.
Bu/bresibMom 36WTaMHOM, 4TOObI pasaemTb
6bICTPO pa3BuMBatoOLLMECA CO CMepTe/IbHbIM UCXOA0M
M OTHOCUTE/IbHO MeA/IEHHO TEeKYLLIMEe XPOHUYECKUe
/IeNKO3bl.




OCTpble MuesionaHble nenko3bl (OMA) u e

HOBOOOpa3oBaHMA U3 KAETOK-NpesLLeCcTBEHHUKOB;

* IMMPOUAHbIE HOBOOOPA30BaHUA U3 KAETOK
npeALweCcTBEHHUKOB - OcTpble B- uau T-amm@pobiacTHble
NenKo3bl/AMMIOMBI.

* OCTpble /1IeMKO3bl Heonpege/seHHON gnddepeHUUPOBKU

(HeanddepeHUMpyemMble 1 CO CMELLAHHbIM GEHOTUMOM);

Y B3p0OC/bIX MO YacToTe BCTpedaeMocCcTm npeobaagarotr OM/I
(80% Bcex O/1), cocTaB/AA 2,5—-3 Ha 100 000 Hace/IeHUs,
CpeAHUIM BO3pacT HA MOMEHT YCTAHOB/IEHUA AMArHo3a - 65 /eT.

# Y aeTen camblM HYacTblM OHKO/10rMY4eCKMM HOBOOHpa3oBaHUEM
aasetca O/1/1 (80% Bcex oCTPbIX /1IeMKO30B).



“ MTOXMMUYECKMe peakumm (Tum ,CI,MCI)CI)epeHLI,MpOBKM 6/1acTOB)
« [poToYHas unutodtoopomeTpua (MMMYHODEHOTUNMPOBAHNE)
# LlMTOoreHeTM4yeckoe nccsegoBanme (CTaHaapTHasA UMTOreHeTUKA
B MeTadaszHbIX N/1ACTUHKAX - aHOMA/IMM KapMoTMMa)
+ [IpoBegeHna FISH nav MNMUP ana naeHtnoukaumm
npeAno/iaraeMblX reHeTUYeCKUX aHOMa/IUN.
3. OnpeaeneHue 06 bema Onyxo/1€BbiX K1€TOK B OpraHusme:
* MccnepgoBaHMA QYHKUMW BHYTPEHHUX OPraHoB;
* MIHCTpYMeHTa/ibHble meTogbl (Y3U, MPT, R-rpadus)
* MccnegoBaHue MKBOpPa (BbICOKUIM ypOBEHb 6e/1Ka U > 5 K/IeTOK
B 1 MK/1 — MPU3HAK Helpo/1eliko3a).
4. OnpeaeneHne 6M0/10rM4eCKO aKTUBHOCTU OMYX0/1€BbIX K/1E€TOK
+ - /14T, CPB.



61acTHOrO Kpmsa XM/

 AnAa auppepeHymnaibHOM AnarHoCcTnukm XM/1 u
mmnenodpubposa

* ANA AMArHOCTUKM BO/IOCATOK/IETOYHOr O /1IeMKO33a

* 1nA BblABAEHUA 0COBEHHOCTEN MeTabo/mM3ma
/IEUKO3HbIX KNETOK

* OKo10 90% O/1 MoryT 6bITb AMArHOCTUPOBAHO Ha
OCHOBAHUU LUTOXUMUM

* He no3B0O/1AET BbIABUTbL OCTPble popmbl MO 1 M7,
bupeHoTUNMYeCcknx popm, MMmePO/1eMKO30B



1. OCTpbIM MUE/IOUAHBIN Nen
NOBTOPAKOLWMMUCA LUTOreHeTUYeCKUMU aHOMA/IMAMMU

# 2. OCTpbIN MUE/IOUAHBIV 1€UKO3 C USMEHEHUAMMU, CBA3AHHbIMU
C MMesioancnaasmnen.

* 3. MuenomngHbie HOBOOOpPa3OBaHUA, CBA3AHHbIE C TEpanmen.

* 4. OCTpble MUeNoUAHbIE /IEMKO3bl, He cneunpULMpPOBaAHHbIE
MHbIM O6pasom:

* 5. MuesiongHaA capKkoma.

* 6. MmnenonpoampepaTmBHble NpoLecChl, CBA3AHHbIE C
cMHapomom AayHa (npexogAlime aHoOMa MK MUe/10Mno33a,
OCTPbIl /1eMK03, Yalle Merakapmob1acTHbIN).

# 7. 0nyxo/b 13 6/1aCTHBIX N1A3MOUUTONAHBIX AEHAPUTHbBIX
K/IeTOK.



O/1/1y aeTten COCTaBAAKOT 75% remo6/1acTo308B 5 BCEX
ornyxo/ieu

noApasAenAaroTCA No NPUHAA/IEXKHOCTU K B- U T-iumeponossy
Ha B- 1 T-K/1eTOo4HbIe.

Mopdoaoruyeckum cybcTpaTtom nx COOTBETCTBEHHO
ABAAIOTCA B-1mmpob6aacThl - npegluecTBeHHUKM B-
AMmeonossa u T-ammdpobiacTbl - npeaLecTBeHHUKY T-
AmMmoornossa.

/IuMmdob1acTbl MOPPO/TIOrNMYeCKM HEPA3IMYUMDI

ANarHo3 CTaBUTCA NPU HAZIMYMKU 20% 61aCTOB B KOCTHOM
mo3re. Ecav 61acToB MmeHee 20%, COCTOAHME pacL,eHUBAETCA
Kak immepobaacTHasa aMmdpoma




* B otanume ot OM/1, TunnyHa 60/bLlas Bb
BHEKOCTHOMO3IOBbIX NMOPaXKeHUM:

* /lInMmdoageHonaTum
* [[emaTocnieHomMmera/imm

* BO3MOXHa MHOUIbTPALMA MO3rOBbIX 0060/104EK, ANYEK Y
Ma/IbMUKOB, AMYHUKOB Y AEBOYEK.

# [1nA T-KNeTOYHbIX BAPUAHTOB MOTYT ObITb XapaKTepHbl
MOpaXKeHUA TUMYCa U MeAMACTUHA/IbHBIX IMMPAaTUYECKUX
y3/10B.

* OAHOBPEMEHHO MOXEeT pa3BUBaeTCA aHEMUYECKUN,
aCTeHUYECKUMN CUHAPOMDI



R

XpOoHU4yeckue MmMeonaHble IeMKO3bl
HexopKckmMHCKMe anmebombl (HX)
. XOAMXKUHCKME TIMMPOMDI

AnAa BepudmKauumn guarHosa 06A3aTe/IbHbIM ABAAETCA
yCTaHOB/IEHWE /IMHEMHOM NpUHaaaexkHocTH (T,B

MM OoUNTBI)

Yawe BcTpeyvaroTca B-KaeTo4vHble 3ab60/1eBaHMA



R

* /10OBpOKavYeCcTBEHHaA ONyXo/b, ee CybCcTpaTOM ABAAKOTCA
npenmMyL,ecTBEHHO MOpPdON0rM4YecKn 3peble IMMPOLUTDI

+ [poABaAeTcA MMPaTUHECKUM AUMPOLUTO30M, ANDPY3HOM
AMMPOLUTAPHOU Nponpepaumen B KOCTHOM MO3re,
yBe/inyeHnem AMMmePaTuYeCcKmux y3/10B, Ne4YeHu, ce/1e3eHKHU

* MoeT bbITb NnpeacTasseH B- u T- popmamu aimmdpoumnTos



* YBe/IMYMBAOTCA AIMMPaTHUIECKUE Y3/1bl

* /InMPounTos HapacTaeT. 80-90% IMMPOLUTOB KaK MPaBu/Io
COOTBETCTBYIOT MOYTU NO/IHOMY 3aMeLL,EeHUIO KOCTHOroO MO3ra
AMMMPOoLUTaMM.

« [lake BbICOKMI /1eKkoLmMTO3 (40 100*109) He conpoBOKAAETCA
LUTOMEHNYECKUM CUHAPOMOM

* B nyHKTaTe KOCTHOrO MO3ra yBe/im4yeHbl imMmpoumTsbl 40 30%
# XapaKTepHa runorammar106y/imHeMus

* lNoBbllWeHa BOCIPUUMHYMBOCTb K MHPEKLMAM

* 3ab0/1eBaHMe MOXKeT coMeTaTbCA C HEXOAMKKUHCKUMU AMMPOMaMM.

* B TepMMHA/ZIbHOM CTaAgMM Yalle HabaoaaeTCA CApKOMHbIM POCT B
MMMPaTUYECKOM Y3/1€e, YeM 6/1aCTHbIN KPpU3



CaMbIn YacCTbIW NapanpoTenHemMmn4ec
* BCTpevaeTcA C 4acTOTOM 1:100000 HacCe/IeHUA B o4

# XapaKTepeH 04aroBbli OMyX0/1eBbIM pOCT (B KOCTAX, peXKe BO
BHYTPEHHWX OpraHax), renatocn/eHoMeramns, MMe/10MHas
HedponaTusa (HePppoCKaepOo3, CBA3AHHbIN C peabcopbuueit
6eska BJ), amuaongos

* [ANA AMArHOCTUKM NPOBOAAT 3/1eKTPOdPOope3 C BbIAB/IEHNEM
MapanpoTenHOB, UCC/Aed0BaHMe KOCTHOro Mo3ra, bmoncuio
KOCTHOIO oyara.

* B/Byporpadusa npoTUBONOKa3aHa,



\

BbiAB/1eHME B MyHKTAaTe KOCTHOrO Mo3ra 6os1ee 10%
OMyXO0/1eBbIX M/1a3MaTU4YECKUX K/1eTOK

MOHOK/I0Ha/IbHble UMMYHOT/106Y/IMHbI MPU
nMmMyHo3/1ekTpodopese (IgG>3,5r/100MA, IgA>2,0r/[100M1 MU
CceKkpeuma Nerknx Lenemn ¢ Moyor — 6o/1ee 1,0r 3a 24 4aca)

Ha peHTreHorpammax o4aru A4eCTpyKLMU KOCTHOM TKAHM,
OCTeonoposa, nepe/1IoMoB, B TOM YMC/1€ MO3BOHKOB

AANarHo3 cyMTaeTca AOCTOBEPHbIM NPU HA/IMYUU 2-X NEPBbIX
KpUTepues, TpeTun ABNAETCA A0MNO/IHUTE/IbHbIM

AbayKaablpOB U COaBT, 19931



* XPOHUYECKUU 1eUKO03 B-KNeTOYHOM N -

+ ConpoBoOXaaeTcA npompepaumen IMMPOoOUAHbIX 3/1IEMEHTOB B
KOCTHOM MO3re, neyeHu, cesie3eHKe, Hakomn/1eHnem
MOHOK/IOHa/1ibHOro IgM

* K/AMHUYECKM BbIABAAKOT aHEMUIO, FTeMOPpPArMieCcKMin CUHAPOM,
KPMOr100yIMHEMUIO, CHUXKEHME UMMYHUTETA, aMU/10MA03

* YacToTa npoteuHypumn BJ agocturaert 60-70%
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*  BblAB/1€HME MOHOK/IOHOBOW MaKpora06y/MHeMnm

(IgW)

*  Mop@doaornmyeckm AoKasaHHbIN
AMmMmeonpoimdepaTmMBHbBIM NPOoLECcC B KOCTHOM MO3re

B ot/imumne ot MM yalue HabaoagaeTca
renaTocnieHomera/sima u immepoageHonaTua.
OCHOBHOE€ NpoOAB/IeEHUE — CUHAPOM r'MNepPBA3KOCTU
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JN1eKTpodoperpaMmmbl CbIBOPOTKU 340POBOro Ye/i0oBeKa U
60/1bHbIX MUE/TOMHOM 60/1€3HbIO:

1- HOpMa/ibHadA 3/1eKTpodoperpamma;

2 - MMeI0Ma C BbICTPOABUKYLLLEMCA MAaTO/I0rMYeCKON ramma-
rnobyamHoBon ppakumeli («M»), pacnosaratowenca mexay B v
Y;

3 - «y-MUE/I0Ma»;

4 - «B-munesnoma».

“~




MOpP$0/10rMyeckum cybcTpaTom U3 IMMPOLUTOB Pas/IMHHOMO
MMMyHoaormdeckoro Tuna (B nam T(NK)) n pa3siMyHoro ypoBHs
«3pe/1I0CTU», COOTBETCTBYIOLLLErO, Kak NPaBu/10, Ornpese/IeHHbIM
cTagmnAam guddepeHUnpoBku B- u T-ammeponossa.

HX/l cOCTaBAAKT OKO/10 4,5% OT BCE€X 3/10KaYeCTBEHHbIX
onyxosaen yenoseka. B CLLIA 3aboseBaemoctb HX/1 B 2003-2007
. COCTaBM/1a 19 Ha 100 TbIC. HAaCe/IeHUA B roA4,.

NmeeTca 60s1ee 50 BapuaHToB HX/1

Hanbonee yacto BcTpeyatoTca: gnddysHaa B-kpynHOK/1eToYHaA
ammeboma (30%), donnnrynapHaa ammeoma (20%), MALT-
AMMPoma 3KkcTpaHoganbHasa (8%), XpoHUYeCKUn IMMb0/1eMKO3
(XA/M)[numboma n3 manbix aumeoumtos (/IMAN) - 7% 1 T.4.



aK NPaBW/I0 KaXK40MYy TU
COOTBETCTBYET onpege/eHHbln TUn HX/I

—~——

* HX/1 Ha nepBbIX 3Tanax He Nopa*kaeT KOCTHbIU MO3r

+ Bce HX/1 MOryT nepexoguTb B XPOHUYECKUIN /IEMKO3, HE MeHASA
K/IMHUYECKYIO KapTUHY U OTBETa Ha Tepanuio

* Onyxo/aun u3 3pe/biX IMMOOLUTOB HacTO HA3bIBAOT
AMMIOLUTOMAMM, 3 6/1aCTHBIX K/IETOK — IMMPOCapKOMaMMU

# OnNyxo/M MOTYT CEKPETUPOBAaTb MOHOK/IOHA/IbHbIE |g



OnpegenaeTcA MeCToOM NepBUYHOU

pOCTa U NpoAnPpepaTUBHON aKTUBHOCTHIO OMYXO0/IEBbIX K/IETOK.
* HX/1 MOryT NponcxoguTb U3:

* IMMPOUAHON TKAHU IMMPATUHECKUX Y3/10B U APYTUX
AMmMPounaHbIX OpraHoB (cese3eHKa, TMMYC) — HOAA/IbHble
BapUaHTb! (+ TKaHb)

* KOCTHOrO MO3ra — /1IelkeMunyeckue BapmaHTbl (LUTONeHUA)

“ IMMPOUAHOM TKAHWU HeIMMPOUAHBIX OpraHoB (*KeyA04HO-
KULLIeYHbIW TPaKT, KOXa, UHC, BpOHX0/1ero4Hbi annapaTt u

AP.) — 3KCTPAHOAA/IbHble BapUaAHTbI (+ TKaHb)
* MunenomHbie BapuaHThI

* /lONO/IHNTE/IbHO — ONYX0/1eBasd MHTOKCUKALMA, UMMYHOAEDULUT,
IMMPOULUTO3



* Ho3onornyeckas Kiaccuoukaums (BO3, 2008) - sKCUM3MOHHAsA

6uoncma AMMmPaTUIeCcKoro yssa uam onyxo/1€BOMn TKaHu C
noc/ieAyrowmm Moppoa0rmieckMmMm 1 UMMYHOTUCTOXUMUYECKUM
ncc1eg0BaHUeEM Cpe30B NapaduHOBLIX 6/10KOB C Onpeae/IeHHbIM
HabOpPOM MOHOK/IOHA/IbHbIX AHTUTE.

* CTagmAa 3aboseBaHMA Ha OCHOBAHMM KAaccuduKaymm JHH Apbop —
MHCTPYMEHTA/IbHble MEeTOAb!

+ ['pynna pMcka Heb61aronpusaTHOrO NPOrHo3a Ha OCHOBAHMM
MeXAYHapOAHOro NPOrHOCTUYeckoro nHaekca (MMNM) -
pa3paboTaHa TO/bKO A1 HEKOTOPbIX TUMOB IMMPOM.



Bonpocbi?
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