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OnpepeneHue

Jo3uHodunua - NoBblWEHME  abCONTHOrO  4YUcna
303unHOdUNOB B Nnepudepunyeckon Kposu bonee 0,6 x 10° /n

lMnepso3nHodunma (6onbwana 303MHOPUANA) - NOBbILLEHME

abCcontoTHOro Yncna 303MHOPMNOB B NepuUPeprUYecKkon KpoBM
6onee 1,5 x 10° /n

[Mnepso3sMHodUAbHbLIA CcUHAPOM — CTOMKoe (> 6 Mmec)
YBEeNYEHMNE YMCa 303MHOPMNOB B nNnepndepruyeckon Kposu >
1,5 [/n, conpoBoKaatoLLeecs Nopa>KeHnem opraHoB U TKaHeN.



AKTYyaNbHOCTb Npobaembl

PanpocTpaHeHHOCTb 0KoM0 7 % B 0bLer nonyasumm

BcTpeyaeTtca B NpakTMKe Bpaden pPas/INyHbIX
cneumnanbHOCTEN (TepaneBToOB, a/INIEProa0ros,
MHPEKLMOHNCTOB, NYIbMOHOJ/IOrOB, AEPMATON0rOB,
raCTPO3HTEPO/IOrOB, KapPAMOI0OroB, reMaTo/I0roB U
ap.)

O6WMPHBLIN CANCOK NPUYMNH 303NHODUINN

TpyAHOCTN AMArHOCTUKM 3ab0NeBAHNM, IEXKALLUX B
OCHOBE



Knaccudukauuma

[Mnep3ao3nHodmnInS

NamnonaTtnyeckum
rMNep303nHOPUNbHbIN
CUHAPOM

MNepBUYHaA
(knoHanbHaA)

BTopuyHan
(peakTnBHaA)




KnoHanbHble 303nHOOUANNK

1. OcTpble MMenonaHble NeNKOo3bl.

2. XpoHnyeckmne muenonponndepatmBHble 3aboneBaHuns:

d. C MOZIERYTAPHBIMU MapKepamin, onpeaenarowummm
HO3010rMYecKyto dopmy:
* BCR-ABL + XpOHWYECKMN MHUENONENKO3
* MmunenonponndpepatTmMsHoe HoBoobpasoBaHme c aHomannamm reHa PDGFRA
* MmunenonponndpepatTmsHoe HoBoobpasoBaHme ¢c aHomannamm reHa PDGFRB
* MmuenonponndpepaTtuBHoe HoBoobpasoBaHMe c aHomanuamu reHa FGFR1
* CUCTEMHbIM MacToumnTo3 ¢ myTtaumnen reHa c-KIT (Hambonee
pacnpoctpaHeHa D816V)
6. Onpegenaemble NO KINHUKO-TUCTONOIMYECKON KapTUHE U
AONONHUTENIbHbIM NPU3HAKAM:

* XpoHu4yeckme MI3, BKAOYAA XPOHNYECKMNIN 303UMHODUNBHBIN IEMKO3, HUKAK
nHaye He onpegenaembin (CEL, NOS — no Knaccndukaumm BO3 2008)



PeaKTuBHbIe 303UHODUNUN
UHdeKkuynu:

* MapasnTo3bl, 0COOEHHO TKaHEeBbIe: ONUCTOPXO3,
TPUXMHENNE3, TOKCOKaPO3, IXMHOKOKKO3, dPUNApmnos,
acKapunaos, CTPOHIMA0NA03, LLMCTOCOMOS;

* XPOHMYECKMne MHbeKUuUmn (Tynapemus, Xx1ammammHasn
NMHEBMOHMUSA, 60/1€3Hb «KOLLIAYbUX LAPANUHY,
CKap/1aTuHa, TybepKynes, nenpa, renatmntol A, B n C,
MHPEKUMOHHbIM MOHOHYK/1€03, TMCTOMN/1a3MO3,
61aCTOMMKO3, KOKLUMAOMMKO3, acnepruanes

* BUY-nHPeKuus

* nepunoa BOCCTAHOBNEHMA nNocne bakTepmaibHbIX
MHPEKUNN



PeaKTuBHble 303nHOPUAUN

Anneprua:

e aTonu4yecKkue 3aboneBaHmnA: BPOHXMaANbHAA
aCTMa, a/IIeprmyecknim pUHUT, aTonn4ecKas
3K3ema, KpanmBHMLA

* nnuesad anneprmnd

* JIeKapCTBEHHaA anneprma - ocobeHHo Ha poHe
npuema aHTMOMOTUKOB, cy/IbpaHNNAMUNIOB,
npenapaToB, NCNOb3yEMbIX B PEBMATONOTUMN,
NPOTUBOCYAOPOXKHbIX U aN/1I0NYPUHONA



PeaKTuBHble 303nHOPUAUN

3a6o0neBaHUA Nerkux:

* OCTPaA N XpOHMYECKas nanonatmyecKas
303UHOPU/IbHAA NHEBMOHMUA (601e3Hb

Neddpnepa).



PeaKTuBHble 303nHOPUAUN

3aboneBaHUA KenyaouHO-KULLEYHOro TPAKTa,
accoummnpoBaHHble ¢ 303nHodUuNnen:

* NepBUYHbIA NN BTOPUYHBIN 303MHOPUIbHbLIU
330parnT

* NepPBUYHbIA NN BTOPUYHBLIN FACTPOIHTEPMUT,
BK/1tOYaA LEeNNaKkuto

* NepBUYHLIA NN BTOPUYHBLIN KOAUT



PeaKTuBHble 303nHOPUAUN

AyTOMMMYHHbIE U BOCNaanUTeNbHble 3a6on1eBaHuA:

e 3aboneBaHNA cCOeaANHUTENIbHOM TKaHU (CKNepoaepmums,
Y3€/IKOBbIM NEPUAPTEPUNT, CUCTEMHAA KpacHaA
BOJ/IYaHKa U T.A4.)

e cnHgpom Yapra-Crpocca (303MHOPUAbHbBIN BaCKYAUT)
* 303MHODUNBbHbBIN PacUNNT

e H6one3Hb Kumypa (ponamkynspHaa runepnnasuns,
303NHOPU/IbHbIE MHPUABTPATLI, Npoandepalmna BeHyN)

* capKkomaos
* XPOHWUYECKUMN MaHKpeaTuT

* CMHAOPOM 303VIHO(|)V|I'IVIVI-MVIafI TMn.



PeaKTuBHble 303nHOPUAUN

3n10KayecTBeHHble 3abo0/s1eBaHuUA:

* niumdonponndepatnuBHble 3aboneBaHmA, rae
303UHOPUNbI HE ABNAKOTCA YacTblo
NaTONOrMYECKOro KNoHa (ammdpoma
XOAXKKMHA, HEXOAKKUHCKME TMMPOMBbI,
0cobeHHO T-KNeToyHble)

* CONUAHbIE onyxonun (0cobeHHOo ¢ meTacTasamum
B KOCTHbIN MOS3T).



Nanonatuueckmm rmneps3o3nHOPmUAbHbLIN
cuHapom (UIMAC)

* MOBbILWEHNE YMcna 303UMHOPUNOB CBbILLIE
1.5x109 /n npoponkmutenbHocTbio 6onee 6
mecALes

* NMPUYNHA 303UHODUNNN HE YCTAHOBJIEHA

* MMEITCHA NPU3HAKM MOPAXKEHNA OPraHOB
(cepaue, HepBHasa cuctema, erkme m ap.)



MuenonponndpepaTtusHbIN
BapuaHTt UIMNC

MwuenonponmndepatmsHbii Bapuant UIMBC — 3T10

ocobbIN BAPMUaHT, npwu KOTOPOM ecTb
CMMNTOMOKOMINEKC, XapPaKTEPHbIN nns
MmunenonpoandepaTnBHOro npouecca:

renatocnAeHomeraama, MUeNoUunUTapHbIu CcABUr B
dopmyne Kposu, mMuenoumaHaa runepnnasua B
KoctTHOM mo3re. [lpy 3tom Her  6nacrosa,
xapaktepHoro ana CEL NOS, n Bcemu AOCTYNHbIMU
MEeTOAaMMN He BblAB/I€Hbl NATO/I0rMYeCKMe KJIOHbI.



MuenonponndpepaTtusHbIN
BapuaHt UINC

* WUCKNOYEeHbl 3aboneBaHMsA, CONPOBOXAAOWMECA PEAKTUBHOM
303nHOGUNnEN

* He noAaTeBepXAeHa KNOHAaNbHOCTb
Ho:
* yBe/IMYeHbl pa3mepbl cenie3eHKU, nevyeHu

* N1eMKOUUNTO3, B OCOBEHHOCTH, C MUEeNOoUNTAPHbIM CABUIOM,
6a3odunama, MOHOLUTO3, MOXKeT ObITb aHeEMUA,
TpombouuToneHus

* He NOBbILWEHO KOAMNYECcTBO 6/1aCTOB B KPOBU N KOCTHOM MO3re

e B TpenaHobuonTaTe yBenmM4yeHMe KNeTOYHOCTU KPOBETBOPHOM
TKaHW, pacliMpeHmne rpaHyn1ouMUTapHOro POCTKa C
npeobnasaHnem KneTok 303MHOPpUAbHOro paaa



KanHunyeckmne npoasieHuA

* cepAaevyHan HeaoCTaTOYHOCTb
* KapAnoMMONaTUA, MUOKApPAUT
* ApPUTMMUMU

* NepuKapauanbHbIA BbINOT

* HEeKpOo3 MMOKapaa

* 3HAOKAPAUT Neddnepa
BOB/1I€YEHMEM K/TaNaHOB

* Tpomb0o3bl N TpoMbBOaIMbONUMK

* MWOKapAuanbHbIin GUbPO3



KanHunyeckmne npoasieHuA

* Tpomb0o3bl M a3mbonnm cocyaos
roJIOBHOrO MO3ra

* 3HUedanonatua (KOrHMTUBHAA
/WMNn LeHTPanbHbIM Napes)

* nepudepunyeckasn
nonnHemponaTna (cmctemHas,
CEHCOPHaA UM MOTOPHaA)




KanHunyeckmne npoasieHuA

YPTUKapHasna CbiNb

aHTMOHEBPOTUYECKUMN OTEK

3YA

nanyne3Hblie Niun
Y3/10BaTbl€ 3/1IEMEHTDbI

N3bA3BNEHUA KOXN U/ UK
CNIU3UCTbIX 060104eK



KanHunyeckmne npoasieHuA

XPOHUYECKUN,
HENPOAYKTUBHbLIN Kallesb

BpoHxoobcTpyKuMA

BbIMOT B NA€BPa/IbHYIO
Noa0CTb

BTOPMYHbIE CUMMATOMbI,
obycnoB/iEHHbIE
nopakeHuem cepaua



KanHunyeckmne npoasieHuA

* auapes (nepemexatrowancsa
NN MOCTOSIHHAA)

* Hecneuudpuyeckue
abaoMMHa/IbHbIE CUMNTOMbI

* ceJliekKTnuBHoe nopaxeHune
oTAe/iIbHbIX Y4aCTKOB
KeNnygoyHO-KULWEeYHOro TPaKT4d




KanHunyeckmne npoasieHuA

* apTPaNrMu, Yawle KpynHbix
CyCTaBOB

* apTPUTHI

* MHUaAITUU




[MpuU3HaKM KNOHa/IbHOM
303nHOPUAUN

¢ renatomerajaund

¢ cnaeHomeranunAa

* aMmdoaseHonaTma 00 QQ'
FAN),
* TAMENaA aHemusa )
* TpombouuToneHus e__a
v /' N
* MMWEeNoLUTaPHbIA CABUT A
 6nacTos ™3
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* CTOMKaA 3o3nHoduamsa (> 1,5
[/n) n oTcyTCTBUE ABHbIX
NPUYMH

haematologist

KoHcynbTrauua remartonora!!l



Y nuy c nogo3peHuem Ha
remartosiormyeckoe 3abonesaHue:

* KOoHcynbTauua remartonora

* [lyHKUMA/BMoncKA KOCTHOro Mo3ra

* MUIMMyHOdEHOTUNMPOBAHME

* LnToreHeTnyeckoe nccnegoBaHume

* YpoBeHb TPMNTA3bl CbIBOPOTKU (MacTOLUTO3)



NeyeHne XMIM3 c so3uHOPUNAnen

LlnToctaTukm:

* NHIMBUTOPbI TUPO3UHKNHA3LI (MMATUHKDO,
N3a33aTUHND, HUNOTUHMD)

* UHTEpPPEPOH-a
* TMAPOKCMMOYEBMHA

* nNoamxmmmoTepanuAi

* d/I/IoreHHad TpaHCnJ1aHTauumA
remonoaTnyeCkmnx CTBOJ1I0BbIX KZTIETOK



JleueHune muenonponndepaTtMBHoOro
BapuaHTta UIMNC

LinToctaTtuku:

* UMATUHUO

* NHTepdEepPOoH-a

* TMAPOKCUMOYEBUHA
* UMTO3ap

LUntadepes

[NIoKOKopTUKOCTEpOMAbl HE NOKa3aHbi!!!



JleueHne UIMC 6e3 npusHaKkoB

muenonponudepaumnn
* CrabunbHoe TeyeHue

* Habnogan n xan!ll AnHamuyeckoe HabntogeHne 1 pas
B 6 Mec, AONO/IHNTE/IbHbIE METOAbl UCCIeA0BaHMNA U
KOHCY/IbTaUUM Y3KUX CNELMNANTUCTOB MO NOKAa3aHNAM

* OTpunuatenbHaa AMHaAMUKA

* MpegHn3onoH 1 mr/Kr/cyT. uan nynbcosoe
napeHTepasibHOe BBeAeHMe (onpeaenaeTcs
NHAWBUAYANbHO B 3aBUCUMOCTM OT TAXKECTU COCTOAHMUSA

* Npu oTcyTCcTBMM 3ddeKTa oT moHoTepanuum NKC
BO3MOXXHO A0baBneHne rugpoKCMMOYEBMHbDI B
NHAMBUAYANbHO NoA0bpaHHbIX A03aX



JleueHne Tpomb0308B U TpOMb605IMbONUN

* [IpAMble aHTUKOoary/saHTbl (renapuH,
HM3KOMONEKYNAPHbIE rernapuHbi)

* TaKTUKa He OTMYaeTCA OT IeYeHUs
Tpomb6030B 1 TPpoMB03IMbOANN ApPYyron
3TNONOTUN



[lpOorHos

* BbixkmBaemoctb 80% B TedyeHue 5 net, 42% B
TeyeHue 15 net

* Kputepumn HebnaronpuATHOro NpPorHosa:

* MuenonponndepatnsHoe 3aboneBaHme

* PeppaKTepHOCTb K IMIOKOKOPTUKOCTEPOMAAM
* [lopaKeHune cepaLa

* My»XCKOM non

* BbICOKMM ypOBEHb 303MHOPUNOB
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