I'eM001aCTO3HI
OITYXOJIX KPOBETBOPHOU CHUCTEMBI

INeiKo3bl- onyxonu Onyxonwu
KPOBETBOPHOW CUCTEMbI C numdaTnyeckon

nepBUYHbLIM NMOpaXXeHnem CUCTeMbI (ﬂMMCbOMbI)
KOCTHOIo Mo3ra

-OcTpble (cybcTpaT onyxonu
—OnacTHbIe KNEeTKH)

-XpoHu4yeckue (cyocrtpar
OnyXxonu- 3pernble KIeTKn)




OCTpBIE JTEHUKO3BI

[eTeporeHHas rpynna onyxonesbiXx 3aboneBaHNn CUCTEMBI
KPOBU, XapaKTepmaytowasaca nepBUYHbIM NopakeHnem
KOCTHOro Mo3ra Mopdonorm4eckn HespernbiMm
KPOBETBOPHLIMM KneTkamu (brnactamu) ¢ BbITECHEHUEM UMK
HOPManbHbIX 3fIEMEHTOB N MHUNLTPaLUMen pasnnyHbIX
TKaHEW U OpPraHoB

OJ1 BbiCcTpo pasBmBaloTCAa N 6e3 NeveHns NPUBOAAT K rmoenu
OonbHOro B TedyeHnn 1-3 mec. oT MOMEHTa NoABNEHUS
nepBbIX CUMNTOMOB, YTO CBAA3aHO C BbICOKOW
nonngepaTnBHOM akTUBHOCTbLIO ONMYXOS1EBbIX KMNETOK,
ObICTPBIM POCTOM OMYyXOSIEBOW MAacChl N pa3BUTUEM
OCNOXXHEHUN




DTHOJIOTUSA OCTPBIX JICMKO30B

Teopusa CNOHTaHHOW MyTauuUun

MprYnHbI NOBbILLEHHON MYyTabeNbHOCTU KPOBETBOPHbIX
KNeToK:

1)HacneacrtBeHHas HECTaOUNBLHOCTb FEHETUYECKOro
annapara:

-yBenun4yeHune 3aboneBaeMocTu B ceMbsix 6onbHbIx OJ1 B
3-4 pa3a

-yBefinyeHue 3aboreBaeMoCTM NMPU HEKOTOPbIX
reHeTU4YeCKUX HapyLwieHusx (npv 6one3Hun [layHa
puck OJ1 Bo3pacTtaeTt B 20 pa3)

2)BupycHbin aktop
3) Bosgencreue noHusmnpyrowen pagmaumm
4) Xummnyeckue cpaktopbl (6eH3on, nectuumabl U Op.)




IlaTorenes j1enKO30B

B Hopme MyTupoBaBLUas kneTka normdaet no MexaHnamy
anonTo3a

AnonTo3-reHeTNYeckn 3anporpammMmmpoBaHHas KneTovYHas
CMepTb, 3a4a4en anonTto3a sBMsieTcs 0CBOOOXAeHMEe OT
CTapbIX UMK NOSIBUBLUMXCS B U3DbITKE KMNETOK, a Takke oT
KNEeTOoK C MOBPEXAEHUAMN reHETUYECKOro MaTtepuana

MyTauumn reHa, ycunmeatrowlero anonTtos [ briokaga
KITETOYHOW rmbenn u npunagaHme MyTUpPOBaBLLUMM KITETKaM
«beccmepTmna» ] popmMMpoBaHME OMYXOSIEBOrO KrnoHa
(moTomMcTBa O4HOW MYTUPOBAaBLLEN KNETKN)

TopMoOXXeHne HopMarbHOro reMornoasa no NPUHLUUNY
obpaTHOoM cBsA3n [  aHeMusi, TpoMboLmnToneHus,
arpaHynoumnTo3

OnyxoneBasi nporpeccusi- CroCOOHOCTb 31T0Ka4eCTBEHHOM
OMNYyXONnu U3MEHSATb CBOM CBOWCTBA M MeTacTasnpoBaTh.




Kiaccudukanus OCTPhIX JICMKO30B

1. OcTpble MmenouaHble NIeNKO3bl

OcTpbin MuenobnacTHbin nenkos ct (8;21)
OcTpbIv npoMuenouuTapHbin fienkos c t(15;17)
OcTpbI MMEeNOMOHOONACTHLIN JIEUKO3
OcTpbI MOHOONACTHbLIN JIEUKO3

OcTpbIn 3apuTpomMmmnenos

OcTpbIN MerakapuoonacTHbIN JIEUKO3

OcTpbIN ManonpoueHTHbINIENKO3

BTopuyHbie MmenodnacTHble JIeNKo3bl
OcTtpbin makpodararnbHbIN NIEUKO3




OcCTpbIii MUEIIOOIACTHBIN JICHKO3
IIepokcruaasnas peaknus (+)

3
L 4




O.1IpoOMHUETOIUTAP-
HBIN JIEUKO3
@




OcCTpblld MOHOOIACTHBIN JIEHKO3
Peakius Ha HapTUIACTEpa3y (+)




OCTpPBIM SPUTPOMHUEIIOB
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Fig.14.10 Acute erythroleukemia, type M6. Bone marrow Fig. 14.11 Acute erythroleukemia, type M6. PAS (periodic
smear: a large fraction of erythropoietic cells in all stages of acid—Schiff reaction) shows abnormal positivity in one young
maturation, macrocytic with forms of karyorrhexis. binuclear and one mature mononuclear erythroblast.



2. OcTpble NMMdobracTHbIE NENKO3bI

OcTpbint B-nnumdobnacTHbI NENKO3 B3POCIIbIX
uuToreHetnyeckne sapuaHthel t 9,21(1,19)(12,21)

OcTtpbin B-J1J1 neten

OcTpbI NnasmobnacTHbIN NENKO3

OcTpbint T-nuMdobnacTHbIN NMENKO3 B3POCHbIX
- OcTtpbint T-J1J1 peten

3.0cTpble budeHoTUNnYeCKne NENKo3bl

4. OcTpble HeauddpepeHUnpyemble NENKO3bI




OcTpbii TUM(POOTACTHBIN JIEUKO3. PAS-
peakus (+) (periodic acid-Shiff reaction)
g
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Metoapl 1uddepeHIMANN OCTPBIX
JIEUKO30B

Mopdonornyecknun metopn,

LinToxummnyeckum metoa- naeHTuPpuKaumsa onacTHbIx
KNeTOK C NOMOLL b0 LUTOXUMUYECKUX MapPKEePHbIX
peakuumn

UmmyHOhbeHOTMNMPOBaHUE 61aCTHLIX KNEeTOK-
onpeaerieHMe aHTUreHoB ONTaCTHLIX KMEeTOK C MOMOLLbHO
MOHOKIMOHaNbHbLIX aHTUTEnN

LinToreHeTn4yeckoe nccriegoBaHme — XpoOMOCOMHbIN
aHanu3

MoneKkynsipHO-reHeTU4YecKoe uccriegqoBaHue- Ans
paclndpPoOBKN CIOXHbIX XPOMOCOMHbIX NepecTpoek




Kputepun quarnoctuku OJI1

ObHapyxeHune 20% n boree bnacTHbIX KMNETOK
B Muenorpamme (npu Hopme- meHee 3%)

OAK: bnactemusa oo 90% v bonee,
«NenkeMn4ecknun npoearn»- OTCYyTCTBUE
CO3peBaoOLLMX HENTPOMPUIIOB (FOHbIX,
Nnano4vykosaepHbIX)

Uncno nenkoymToB pasnuyHo: 1)JlenkoymnTos
ao 100x10 9/n (nenkemunyeckasa gopma), 2)
neunkoneHua go 0,1x10 9/n (anenkemunyeckas
doopma), 3)HopmMaribHOEe YnCcro NenKouuToB

AHEMUNSA. TPOMOOLMTONEHUS




biacTel B mepuepudeCcKOr KpOBU




TedyeHue ocTporo JerKo3a

BapuaHTbl Ha4yana:

OcTpoe-y 50% 60rnbHbIX

NocTteneHHoe- B 45% cny4aeB

CKkpbiToe- 5%
KITMHUKO-TEMATOJNTIOT'MYECKUE CUHOPOMDbI:
1)AHeMUnYecKuu
2) Nlemopparnyeckumn
3)CuHpgpom TKaHeBOU nponudepauum (rmnepnnacTu4yeckum
4)UHeKUMoOHHO-BOCNANUTESbHbIU
5) MHTOKCUKaALUOHHbIN




eMopparuu Ha koxe mpu OJ1
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CUHIpOM TKAaHECBOW MpOJH(epanu

NMopaxeHne KOXn- KoXXHble nemkeMmmabl

NMopaxeHne cnNU3NCTbIX 000NM04YEK NONOCTN PTa U AEeCEeH C
HapyLweHnemM TPohPUKu n obpasoBaHmemM A3B U HEKPO30B
(f13BEHHO-HEKPOTNYECKUN CUHOPOM)

'Mnepnna3ua MMHAanNuH

YBennyeHue numdatnyeckmx y3noB
YBenuyeHue nevyeHu u cerneseHKu

NMopaxeHune cnusmncrtoun XKT B Buae nemkosHoun
UHpUNETPaLUn

CvHapom Henponeukosa- nopaxexnuve LUHC




Koxxnbie nenkemuanl mpu OJ1




$13BEHHO-HEKPOTUYECKHUN CUHIPOM




| uniepruiazusa MUHIAIWH




YBenuueHue mTuM(paTHIeCKUX Y3JI0B
npu OJI




CHUHIPOM HEMPOIEHKO3A

CnepncrBue nokanusauum neuKo3HOro npouecca B
o0OonoYKax v BelwecTBe rofloBHOro Mo3ra

-MeHUHroaHuecdanntTnyecknmn cuHapom (70%)
-HapyLweHne (pyHKLUN YepenHO-MO3roBbiX HepBoB (22%)

-CUHAPOM JI0OKaNbHOro NopaxeHus BeLlecTBa rofioBHOro
mo3ra (4%)

CuvHgpom nonupagukynoHesputa (4%)
OUATHOCTUKA:

-uccriegoBaHne CMMHHOMO3roBOM XUAKOCTU
-KT ronoBHOro mo3ra




Craauu OCTPOro JICMKO3a

1-a9 aTaka 3aboneBaHus

-CTagusl Ha4anbHbIX U Pa3BePHYTbIX KIMMHUYECKUX
NpPosiBrieHNU

KnuHuko-remaTtonormnyeckas peMuccus

- CTagus HUBEJNTUPOBaAHUA NaTONIOrM4eCKnX
NpPosiBrieHUU NoA BIIUAHUEM NMPOTUBOSIEUKO3HOM
LUTOCTAaTUYECKOMN Tepanumn
Peungus

Ctagmsi NOBTOPHOro pa3pacTaHus onyxorneBoro KroHa
C BO3BpalleHueM Bcex CMMMTOMOB 3ab6oneBaHusA




Onucanne KIMHUYECKOrO CIIydast

bonbHana K., 17 net. loctaBneHa no ckopou nomMoLiu B
nHdeKUuMoHHyr 6onbHuuy 15.02.2004 ¢ nogo3peHnem Ha
MEeHUHIruT. B TeyeHne 2 gHeun- nuxopaaka, roysioBHas
Oonb, KOTOpPas NPOrpeccUBHO ycunueanacb, NossBUNach
pBoTta. YTpom 15.02 He mornu pa3oyauTtb. lpu ocmoTpe B
WH(peKUMOHHOM bonbHULUe OornbHaA B conope, Ha
BOMPOCHLI He oTBe4vaeT. Ha KoXXe HNKHUX KOHEeYHOCTEeWN,
TynoBuLia U NMua- MHOXeCTBEHHbIe NeTexuu un
3KXMMO3bl

OAK: J1 150x10 9/n, 6nactbl 75%. NepeBeaeHa B
Henpoonok OAPUT 1 ropoackon 6onbHUULI (DOnbHas U3
ApxaHrenbcka)

KT ronoBHOro mMo3sra: MHOXeCTBEHHble reMmopparm4yeckme
oyaru B ronoBHOM MoO3re, OTeK MO3ra




OAK: J1 700x10 9/n, 6nactbl 74% HB 79 r/n, Tp 46x10 9/n

CocTosiHue KpanHe TsxKenoe. MHOXeCTBEHHbIe KOXHble
3KXUMO3bl, KPOBAHUCTbIE BblAENEeHUA N30 pTa.
femoneputoHeym.

Ha cdhoHe npoBoanmon nHteHcuBHou tepanun: UBJI,
MHJY3MOHHaA U reMocTaTU4YeCcKas Tepanus,
aHTMOaKTepuanbHaa Tepanusa, TpaHchy3um
TpoMmbokoHueHTpaTa u C3I — 17. 02 HacTynuna ocTtaHOBKa
KpoBOOOpalleHus.

Mpu ayToncumn: KPOBOUINUAHUA B anNuUKapa, nrnespy, ANYHUKMU.
MHoXecCcTBeHHbIe 3pO03UU Xernyaka, KpooteueHue B XKKT.
CBeXee KpoBOU3NMSIHUE B TEMEeHHOMN obacTu neBoro
nosnyLwapus ronoBHOro Mo3ra AuamMeTpom 7 cm




Takum obGpa3om, yxxe 1-a aTaka 3aboneBsaHus B AaHHOM
KIIMHUYECKOM NpuMepe 3aKoOH4Yunachb netasnibHbIM
NCXOAO0M YyXe Ha 3-1 iIeHb OT MOMEHTa NOCTYNNeHus
6onbHOM B CTauMOHap U NOCTAaHOBKM AUArHo3a,

NPUYNHOWN KOTOPOro ABUNUCH TsxXenble ocnoXxHeHus OJ1
KaK NposiBNeHnUs reMmopparm4yeckoro cuHapoma c
nopaxeHMemM royfioBHOro Mo3sra

Ewe B 70-e roabl XX BeKka Takon HeOnaronpusTHbIN
ncxop 3adborneBaHus UMest MeCTo y OONbLUMHCTBA
OONbHbLIX

B HacTosiwee Bpemsa B 70-80% cny4yaeB ypaercs
AOOUTLCA KNNHUKO-TeMaTosIOrm4ecCKon peMmccum




Kputepuu 1oJIHOU KIIMHUKO-
reMaTOJIOTHYE€CKOU PEMUCCUH

B Munenorpamme- 4yncno GnactHbIX KNEToK
MmeHee 5%

B OAK- brnacTHbIX KNETOK HET
- HB 6onee 100 r/n
- rpanynouuntbl bornee 1,5x10 9/n
- TpoMboumnTbl 60onee 100x10 9/n
* OTCyTCTBUE KITMHNYECKMUX CUMIMTOMOB




Onucanne KIMHUYECKOrO CIIydast

bonbHon A., 15 net, sBecHon 2007 roga npoxoaun
obcnenoBaHne nepeq ninaHoBbIM orepaTuBHbIM
BMeLlaTEeNbCTBOM

OAK: neuk 34x10 9/n, 6nactel 94% HB 121 r/n 1p
143x10 9/n

Mwuenorpamma: 91,5% bnactoB, PAS-peakuusa (+),
MI1 (-) AnarHos: OcTpbiv Nenkos,
nMmdpobnacTHbIV BapmaHT

Hauata nporpamma INXT B AOLOKB, 4epes mecsu:
oactbl B OAK He BbigBnanuce, HB 110 r/n,
Tpom6-180x10 9/n. B muenorpamme- 1,2%
bnacTtoB




Taknum ob6pa3om, y 60f1IbHOro UMeriuCb Kputepum
KITMHUKO-reMaToNIorM4eKom peMmccum yxe yepes mecs,
OT Ha4yarna rfie4eHus, KOTopble COXpPaHANUCb Ha hoHe
nposogumon XT B Te4yeHue 4 ner.

Yepe3s 3 roga ot Ha4yana peMmmccumn 6051bHOU ObIN CHAT C
npotokona XT un TonbKoO perynsipHo Habnagancsa y
rematonora (1 roa).

BecHou 2011 ropa B OAK: 6nacTtbl 76%, ToTanbHas
onactHaa metannasua KM. [lmarHocTtupoBaH peunaus.

BHOBbL HayaTta MHAYKUMSA PEMUCCUM MO TOU XKe
nporpamme XT, yepe3 2 mecsua — 6nacTbl UCYE3NU U3
KpoBu n KM (pemuccus 2)




Kpurepun penygnna

2-KpaTHoe ObHapyxeHue ¢ nHTepBanom 7-10 gHen
bonee 5% 6nacTHbIX Knetok B KM

BnactHble knetkn B OAK

Jlro6oe akcTpameaynnsapHoe sieMKo3Hoe nopaXeHue
(Henponeunkos u gp.)




MuHuMaibHasI OCTaTouyHas 00JIE3HD

PeunaunB pa3BuBaeTcs Ha OCHOBe OCTaTOYHOM nNonynsauun
NleMKeMU4YeCcKNX KneTokK, nepcucTupyrowien B opraHusme nocrne
AOCTNXXKEHUA KITMHUKO-reMaTosiorm4ecKkou pemmccum
(MMHMManbHaAa octaTtoyHas OoOne3Hb)

O01bLeM ocTaTOYHOU MacCbl NeMKeMNYECKUX KNeTOK NeXXUT 3a
npenerioMm 4YyBCTBUTENIbHOCTU CBETOBON MUKPOCKOMNUM

MeToabl AMAarHOCTUKN MUHUMASIbHON OCTAaTOYHOMN OONEe3HMu:

UmmyHoheHOTUNNMPOBaHNE METOAOM NPOTOYHOMN LUTOMETPUM,
MyJbTUNapamMeTpuyeckasi NPOTOYHasA LUTOMETpPUS,

MonekynspHo-6nonornyeckoe BbisiBJiIeHUE XMMEPHbIX reHOB




tanbl deueHus OJI

1 aTan- MHAYKUNA peMmnccum

Llenb- MakcumManbHO ObICTPOE U CyLLEeCTBEHHOe
COKpaLleHue onyxosrieBon Macchbl

2 3Tan- KOHcoONuAaauns PeMnccum

Llenb- 3akpenneHne AOCTUTHYTOro NPoOTUMBOONYXOrieBOro
adpekTa C NONHLIM YHUUYTOXXEHUEM OCTaBLUUXCA
onyXxoneBbiX KNeTOoK

3aTtan- nogaepxvBaHue peMmuccum

Llenb- npoaonxkeHne UNTOCTaTUYECKOro BO3AeUCTBUA B
MaribIX A03aX Ha BO3MOXHO OCTaBLUMNCSA ONyXoJieBbIn
KJTOH




[ IprHumner xumuorepanuu mpu OJ1

1. YoapHbIn MeTod BBEOEHUS NMpenapaToB C
Ha3Ha4yYeHUeM MaKkcumarnbHO 3PPEKTUBHOMN O03bI

2.LlnknnyHocTb anga obecrnevyeHus
NPOTMBOOMNYXONEBOro adpdoekTa

3. NIHTEHCUBHOCTbL JIe4YEHUS- ynopHad U arinTesribHas
LNTOCTAaTU4YECKaA Teparmad

4. CoyeTaHHOE NPUMEHEHMNE LIUTOCTATUKOB
Pa3nMYHON HanpaBneHHOCTU OENCTBUSA




Jleueaue OMJI

MHayKuma pemmuccum no nporpamMmme
«/+3».7 gHen untosap+ 3 OHS
PYOOMUNLIMH-2 MHOYKUMOHHBIX Kypca

KoHconuaaumsa pemuceun: 2 kypca [NXT,
aHanornyHole UHAYKUNOHHbLIM

[lopoepkuBatoLlas Tepanuga: no
nporpamme 7+3 Cc UHTepBanamun 6 Hegernb
B Te4eHune 3 reT OT Ha4vara peMmnccmm




IIporpamma «OJIJI 2009

[Mpendasa-npeaHn3onod 60mr/m2 1-7 aHn,
nombanbHas NyHKUNS ¢ BBEAEHMNEM
MeToTpeKcaTa

NHaykums pemmceunn:1-a oasa — 4 Hegenu
(NpeaHn30moH, AayHOPYOULMH, BUHKPUCTUH, L-
acriaparmHasa)

2-51 dpasa- 4 Hegenu (UnTapabuH, uuknodgocdaH, 6-
MepKanTonypuH)

KoHconuaauusa pemuccnmn — 5 KypcoB 6e3 nepepbiBa

[ToggepxkmBatowiaa Tepanuda — 24 Kkypca no 28 gHewn
6e3 nepepbIBOB B TeYEHME 2 NeT




JleueHue ocTporo
IIPOMHUEIOIUTAPHOIO JIEUKO3a

BecaHoung (npenapat ATRA- all trans retinoid
acid)- npenapart naToreHeTU4YeCcKoro 4eNCTBUS,
BbI3bIBAET MHOYKLNIO CO3PEBAHNSA U

OO dePEHLMPOBKM NATONOMMYECKMNX KIETOK B
KM, nukBmnanpys bnok nepegadm curHana
TPaHCKPUNUNKU K 940pY KNETKN.45 Mr/M2 B CYyTKN B
TedyeHune 30 gHen

C 4-ro gHA cxema 7+3- 2 Kypca MHAYKUUN n 2-
KOHconuaauun.

[logaepxmuBaHmne pemMuccuun: YepengosaHue 7+3 C
S9-AHEBHbIMM KypcaMn BecaHouga B TeveHue 2
ner




MonekynapHbI€ OCHOBBI OCTPOTO
IIPOMHUEIOIUTAPHOIO JIEUKO3a

CneundunyHaa xpoMmocomHasa aHomanumsa- 1(15,17)

Ha 17 XxpomMocomMe BO3HMKAET HOBbIN XUMEPHbIU
reH peuenTtopa PeTUHOEBOW KUCOTbI, KOTOPbIN He
BbICBODOXOAETCHA OT CBA3U C peLenTtopamun nog
BNMUsiHNEM OU3NOSIOMMYECKUX 103 PETUHONOOB,
4YTO NPMBOAUT K BITOKMPOBAHMUIO rnepegayn
CUrHasa TpaHCKpunuun K aapy Knetku. Ans
pa3pbiBa 3TOU CBA3N TPEDYHOTCA BbICOKNE
KOHUeHTpauun petnHonoos (ATRA) B kpoBu.




Onucanne KIMHUYECKOrO CIIydast

bonbHaga E., 53 neTt, noctynuna B KNnHUKY 12.06.
2004 r. B cBA3K C NnXopaakoun, remopparnyeckmum
CUHOPOMOM U NaHUMTONEHMNEN

OAK: ap 1,96x10 12/n, HB 59 r/n, Tp 28x10 9/n,

1 0,8x10 9/n, 6nactel 30%

Mwuenorpamma: onactbl 86,2% (atunnyHble
npomuenountsl), MIT (+),PAS (-)

OnarHo3s: OcTpbi NpoMUenounTapHbin Nenkos, 1
aTaka

IleveHune: «7+3» + BecaHoupg 70 mr/cyT




TpaHcdy3noHHasa Tepanua( C3I1, Tpombo-
KOHUEHTpAT, Ip.macca), remocrtaTnyeckas
Tepanusi, aHTUOUOTUKU, MPOTUBOMUKOTUYECKAS

Tepanmnsa Munenorpamma(22.07): onactel 0,4%

[lnarHocTupoBaHa KIMHUKO-remaTtosiormyeckas
pemuccusa. KoHconuaaums pemmccun,
noggep)xaHne peMmccumn B TedeHune 2 net

Pemunccua coxpaHsieTcsi No HacTosiLLee BpeEMSI.
OAK: be3 naTonorum




JleueHne HenpoJIenKo3a

BBeaeHue B CNMHHOMO3roBoun KaHan (MHTpaTeKaribHo) 3-
X rnpenaparoB:

- METOTpPEeKCaTa, UMTO3apa N AeKCaMeTa30Ha

JleyeOHbIe NYHKUUKN NPOBOAATCA C UHTepBariom 3 OHSA Ha
c¢doHe MNXT n nocne MNXT- B TeyeHUue 2-3 mec.

KpaHnanbHoe obny4yeHue 2,4 rp nocne MHTpaTeKanbHOro
BBeAEeHNA LUTOCTAaTUKOB B NepepbiBax Mexay Kypcamu
KOHCconupauuu

B 1-v rog pemuccumn- noBTOPHbLbIE Jfle4eOHbIe NyHKuuu 1 pas
B 2 Mecsua, 2-3-1 roa- 1 pa3s B 3 mec.

NMpocdmnakrTnka Henponeunkosa- npu OJUIJ1, OMMIT n OMoHIJl




Pesynberarel xumuorepanuu OJ1

[lonHasa KNMHWKo-remaTonorn4yeckas peMmccus:
npu OlJ1- 95%, OMJ1-50-85%, OIJ1J1- 70-93%

Peungme 3aboneBaHusi- y 60-80% 60sbHbIX
PeancteHTHOCTb K XT- B 4-18% cny4yaes

PaHHAAa neTanbHOCTb B CBA3UM C TOKCUYECKUMMU
ocnoXHeHnamm XT 1 ocnoXHeHnamMmn nenko3Horo
npouecca-4-30%




[ IpnunHbEl HEYHAY XUMHOTEPAIIUH IIPH
OJ1

daTanbHble OCIOXHEHNS B Nnepuoa
MUWEeNnocynpeccum

HeapgekBaTHO BbIMOSIHEHHAA NporpaMmma

rfie4veHn4

OTcyTtcTtBue pereHepaunn KM- annasums
bonee 4 Hegenb nocne XT

IlekapcTBeHHasA PE3NCTEHTHOCTb




ConpoBoaurenbHas Tepanus mpu OJ1

Q?bem/IOHHaﬂ Tepanusa (hopcupoBaHHbIN ANype3) npu

NMpodmnakTnka moyekncnom HepponaTmm
annonypuHosom

3amMecTuTeribHas reMOKOMMNOHEHTHas Tepanus

3pUTPOLUTAPHOU MACCON,TPOMOOKOHLIEHTPATOM,
CBeXe3aMOpPOXeHHOMN Mnfa3mMmoun

NMpodunakTuka v neyeHne MHPEKUNOHHbLIX OCIIOXKHEHUN
NMpodumnakTuka TOWHOTbLI U PBOTbI- aHTUIMETUKU

PocToBble KonoHnecTumynupyrouime paktopbl B nepuon
NOCTLUMTOCTAaTUYECKOro arpaHyrnounTosa

MMMYyHOrnobynunHbl Ansi BHyTPMBEHHOro BBeAeHUA




TpaHcIIaHTaMsa reMONO3TUYECKUX
CTBOJIOBBIX KJIETOK

Llenb TICK- BoccTaHOBNeHue remono3a3a nocrne
NPUMEeHEeHUs MUEeSTOTOKCUYHbIX 03 XT n ny4yesBou
Tepanuu C uenbio AfIMMMHaUNUN NaToONIOrM4ecKkoro
KpOBeTBOpPEHUSA

20cHOBHbIX Buaa TICK:

annoreHHas oT poACTBEHHOro UM HepoOACTBEHHOroO
HLA-coBmMmecTMMOro goHopa

ayToriorm4yHas- ot camMoro 60s5ibHOro B COCTOSAHUMU
KIMTMHUKO-reMaToNIorm4ecKkon pemMmmccum (Npm oTCyTCTBUMU
AOHOpa)

NMoka3anusa npu OJ1: 1-a pemuccua OMIJ1 n OJ1J1 BbICOKOroO
puUcka, 2-a u nocneaywuwme pemuccum OJJI




g19

Allogeneic haematopoietic-
stem-cell infusion

b Non-myeloablative allogenic haematopoietic-stem-cell transplantation

stem-cell infusion

Mild pancytopaenia




AcenTnueckul OOKC B OTHEJICHUH
TI'CK (POHLI um. bioxuna




CO0op reMonodTUYSCKUX KIIETOK B
oraencHun TT'CK (POHILI )




TpaHchy3un 3pUTPOLUTAPHON MACCHI

[Mpn OJ1 naymeHTbl C TKENON aHEMUEN [OOMMKHbI
OBA3ATEJIbHO nony4yntb nepenuesaHune ap.
MaccChbl, T.K. B YCNOBUAX MTMNOKCEMUN TOKCUYHOCTb
LMTOCTaTU4YECKON Tepanunum Bo3pacTaeT U OHa eLlle
B OONbLUEN CTENMEHN YTHETAET APUTPOUOHLIN
POCTOK KOCTHOIo Mo3ra

Kputepun 0octatodHOCTU reMOKOMMOHEHTHOM
Tepanuu ap.maccoun-nogaepxaHne ypoeHa HB
bonee 90 r/n

[Tpn ObICTPOM CHUWXKEHUU HB y noXurnbix 00nbHbIX
ona KynmposaHus runokcemumn- oonee 100 r/n




TpaHchy3un TpOMOOKOHIICHTpATa

OCHOBHOE nokKasaHue- remopparn4yeckum
CUHOPOM,00yCrNOBNEHHbIN
TPOMOOLMTONEHNEN, NNN BbICOKNU PUCK €r0
BO3HWKHOBEHUS

[TnaHoBOE NpodunakTnyeckoe
NMPUMEHEHNE KOHUEHTpaTa TpoMboLUTOB-
npu cHmkeHun TP meHee 20x10 9/n




ITokazaHus K CpPOYHOM TpaHCPY3UU
TOHOPCKHUX TPOMOOIIUTOR

KornnyectBo TpombouuntoB meHee 5x10 9/n

TpombouunTbl MeHee 10x10 9/n npn Hann4ymnu
MWUHMUMAIBHOro reMmopparn4eckoro cMHgpoma B
BMAe netexmanbHON CbINN HA KOXe

TpombouunTbl MeHee 20x10 9/n npn Hann4ymnu
COMyTCTBYIOLLEN NHPEKUNN (HapyLLaeTCs
doyHKUMA TpomMbOLINTOB)

Tpombountsl MmeHee 50x10 9/n npu BbipaXXeHHOM
remopparm4eckomMm CMHgpome, Heob6XoaAMMOCTH
XUPYPrnyecKnX BMeLLATENLCTB




I'emocTratnueckun 3P PexT

HabntogaeTcs npu yBennyeHnm TpoMoboLnUToB He
MeHee 4yeM Ha 10x10 9/n 4yepes 2 yaca nocne
TpaHcdy3um nevyedbHon ao3bl. OTCYTCTBUE TaKoU
OVHAMUKN OUKTYET HEODXOOAUMOCTb TpaHcdy3um
2-3 ne4yedbHbIX 003

CoxpaHsietcst oT 1 go 7 aHen . [1na ctonkoro

rne4yebHoro adodekta — NOBTOPHbIE TpaHCPy3nn 1
ne4yedbHOU O03bl eXXeOHEBHO U 2-3 o3 2 pa3a B

Hederno




TpaHcy3un cBexe3aMOPOKECHHON
TOHOPCKOM IL1a3MbI

[TpumeHaoTCa anga 3ameleHna geduunta
J0aKTOpPOB CBEPTLIBAHUSA , PA3BUBLLEINOCH
Ha ooHEe NPUMEHEHNA HEKOTOPbIX

npenapaTosB

[lpumeHeHue L-acnaparnHasbl Npu
nedyeHunmn OJ1J1 yacTo BbI3bIBAET YyCUMEHNE
remopparm4yeckoro cuHapoma [ Tpebytorcs
TpaHcdy3mm C3I1 ~500 mn/cyT




Onucanne KIMHUYECKOrO CIIydast

BonbHasa M., 31 rona. B mae 2007 r. BHE3anHo
pasBurnca dpnebotpombos 6eapeHHO-KONEHHOIO
cerMeHTa np. H/KOH, NpoBeaeHa nMnraHTauns
KaBa-unbstpa

OAK : J1 160x10 9/n, onactbl 37%

Mwuenorpamma: ToTanbHas bnactHas
meTannasusa, PAS (+)

OwnarHoa: OJ1, numdpobnacTHbI BapuaHT, 1
aTaka

INeueHwne: nporpamma MNXT «OJ1J1 2005»




24.09 nocne 1 asbl MHOYKUUK
AnarHocTupoBaHa NosiHast KIMMHUKO-

remaronormndyeckaa pemuccua (obnactol B KM —
1,2%)

C yyetom morogoro Bodpacta, OJ1J1 BbicoKoro
pucka — 3annaHmpoBaHa annoreHHaa TKM
(COBMECTUMbIN pOACTBEHHbLIN JOHOP- CECTpa
bornbHon) B Cnbl MY, otaenerHun TKM

OpaHako B cBA3u ¢ pa3suBluenca OPBU TKM
otnoxeHa. B anpene 2008 r. gnarHocTtmnposaH
peunams ( bnactel 22% B KM, HEMpOnenkos)




NMoBTOpPHaAA pemuccusa gocturiyta B mae 2008 r. n
4.06.2008 r .npoBeneHa annoreHHasa TKM.
OCnoOXHeHUA: MyKO3UT POTOBOMN NMOSIOCTU 3 CTEMNEHMN,
BEHOOKJTH03MOHHas O00sfie3Hb NeYeHwu

MyKO3UT-OCNOXHEeHNe, CBA3aHHOE C TOKCUYHOCTLIO
peXxXnmMoB KOHOULMOHNPOBAHUA, NPOABIIAETCS
rmnepeMmen ¢ XKeHmem B NMosoCTU pTa,
obpa3oBaHMeM A3B

BeHOOKNI03MOHHaA 60ne3Hb Ne4YeHn-Tpomoo3
ne4yeHOYHbIX BEH BCrneacTtBue nopaxeHus
3HAOOTEeNNA CoOCyaoB BbICOKMMM A03aMU
LMTOCTAaTUKOB. [enaTomeranus, xentyxa, acuur




[MpuxnBneHune TpaHcnnaHTaTta C NOSIHbIM
AOHOPCKUM Xxumepunamom Ha (+30 aeHb): 100%
AOHOPCKUX KIeTOK

MonHbIN XMMepU3M- NONHOe 3amMeLlleHne JOHOPCKUMMU
CK kpoBeTBOpeHusa naumeHta (B 1-n mecsy, -
TOJIbKO Y MONOBUHBbI OOSbHbIX, Y OCTarlbHbIX-
CMeLlaHHbIN XUMEepPU3Mm)

KnuHuko-rematonornyeckasi peMmccus coxpaHsieTcs
(6nactbl B KM 1,2%)

OAK: J1 7,6x10 9/n, HB 113 r/n, Tp 283x10 9/n

NoaTBepxaeHa LUTOreHeTUYECKaA U MONEKYNsSPHO-
reHeTu4Yeckana pemuccua (metogom FISH) B Cno TMY




HecmoTpsi Ha HEN3BEXHOCTb OCIIOXHEHUW NOCIe
TI'CK, cBsi3aHHbIX C TOKCUYHOCTbH PEXUMOB
KoHanumoHmnpoBaHusa, PTI1X, peakunen
oTtTopXeHus 'CK ¢ BbICOKOW rieTanbHOCTbIO

(15-30%), TI'CK no3sonsetr 4odbutbCcA rnosiHoro
nanedeHus (onuTenbHon be3peunanBHON
BbDKMBAEMOCTU) Npu Nenkosax .

[Mpn OJ1 5-neTHAa obLwan BbIKMBAEMOCTb
coctaBuna 57% npu TITCK ot HLA -ngeHTnu-
Horo cmbnuura n 49% npu HePOaACTBEHHON U
ayto-TICK




Nol

bBonbHou T. 23 rona

AHaMHe3: MecsL Ha3ag Havarncst ocTpbiv TOH3UNNUT ¢ T 39*.
[Tocre npMmeHeHnsa aHTMBMOTUKOB OO0rb B ropsrie yMeHbLwmnach ,
HO coxpaHsarcs cyodebpunumrer.

Xanobbl Ha cnabocTb N YTOMMAEMOCTb, OAbILWKY, cepauebuneHue,
eXXeJHEBHbIE HOCOBbIE KPOBOTEYEHUS B TEYEHUE 2 Heaenb

O61beKTUBHO: Bec = 54 kr . bnegHocTb KOXWU. [1eTexmm n akKxnmosbl
Ha HMKHUX KOHEYHOCTAX. [mnepnnasmsa MmuHaanuH. A3BeHHO-
HEKPOTUYECKME N3MEHEHMNS B NOMNOCTU pTa. YBENMYeHmne
nepudepunyecknx numdatmndeckmx ysnos. HCC 94/mu1 ALl 105/60
[leyeHb N ceneseHka He YBENUNYEHDI.




OAK: HB 68 r/n, RBC 2,5*10 12/, WBC 1,5*10 9/I, PLT 36*10 9/,
onactbl 92%, nd 8% cerm 2% CO3 50 mm/yac

Mwuenorpamma: 6nactbl 87%, rpaHynounTapHbii POCTOK 6%,
apuTpouaHbIN pocToK 7%, merakapuountbl 0,001*10 9/

PAS peakuunsa (+) MP-peakuus (-)




HasBaTb KNMHUKO-reMmaToniornyeckme CUHAPOMbI
[MpeanonoXuTenbHbIM ANarHo3

CTtaausa n BapuaHT 3aboneBaHus

Tun Havana

iccneooBaHusa ans noaTBepXXaeHUs anarHosa
[Mlporpamma xummuoTepanmu
[TokaszaHa nn TICK




No?2

BonbHaa M. 45 ner

AHaMHe3 : /IameHeHus B aHanu3ax KpoBu Obinn BbisIBNEHbI
crny4anHo npu npoBeaeHUn npodocmMoTpa.

XXanoO6bl Ha crnabocTb U YyTOMIIAEMOCTb, COHNMMBOCTb, OAbILLKY Npwu

donanyeckom Harpyske

OGBLeKTUBHO: Bec= 66 kr . bnegHocTb KoXun. 'Mnepnnasns
MWUHOANNH. A3BEHHO-HEKPOTUYECKME N3MEHEHUS B MNOSIOCTM pTa.
YBenunyeHune nepundepunyecknx numdartmdeckmx ysnos. HCC
88/mnH ALl 130/80 lNeyeHb 1 cene3eHka He YBESTMYEHDI.




OAK: HB 78 r/n, RBC 2,4*10 12/I, WBC 21,7*10 9/I, PLT 86*10 9/I,
onactel 12%, numd 78% cerm10% CO3 64 mm/ vac

Mwuenorpamma : 6nactel 47%, rpaHynoumtTapHbi pocTok 3%,
apuUTpoUaHbIN pocToK 3%, merakapuountbl 0,003*10 9/I

PAS peakuus (-), MP peakuus (+)




No3

BonbHou C. 25 neT

AHaMHe3: [lnarHos octporo mmenobnacTtHoro fnenkosa obin
ycTaHoBreH 4 roga Hasaa. ['og Hasag Ha pOHe KIMHUKO-
remMaTonorn4yeckon peMmccum nporpaMmmMmHas XmummoTepanus

3aBeplLueHa.

Xanobbl Ha crnabocTb N yTOMNAEMOCTb, Cyodebpunurer,
OAbILKY Npn OU3NYECKOWN Harpyske

OGBLeKTUBHO: Bec= 66 kr . bnegHocTb KoXun. 'mMnepnnasus
MWHOANWH. A3BEHHO-HEKPOTUYECKME U3SMEHEHUS B MONOCTH pTa.
YBenunyeHnune nepundepunyecknx numdartmdeckmx ysnos. HCC
98/mnH ALl 110/80 TleyeHb 1 ceneseHka He yBESMYEHb




FBC: HB 58 g/I, RBC 2,4*10 12/I, WBC 1,7*10 9/I, PLT 46*10 9/I,
bnactel 32%, numd 68% cerm10% CO3 45 mm/yac

Mwuenorpamma: 6nactbel 57%, rpaHynountapHbin pocTtok 13%,
nmmad 17%, aputponaHbin poctok 13%, merakapuountbl 0,02*10 9/

PAS peakuus (-), MP peakums (+)




No4

bonbHas C., 34 net

AHaMHe3: MecdL Ha3ag cTanu NosABNATLCHA CMOHTAHHbIE
KPOBOWU3NUSIHUS Ha HOrax U TynoBuLle, NOCTENEHHO UX KONMUYECTBO
YBENUYNIIOCh, Hayanocb MaTo4YHOE KpoBOTEeYEHNe, AnsLleecs 2

Henenwu.

Xanobbl Ha cnabocTb N YTOMMAEMOCTb, OAbILWKY, cepauebneHue

O61beKTUBHO: Bec = 54 kr . bnegHocTb KOXW. [1eTexmm n aKxnmosbl
Ha HMXXHUX KOHEYHOCTAX , NO nepenHen NnoBepxXHOCTU rpyaHOun
KIMEeTKU N Ha BEPXHUX KOHEYHOCTAX. [ Mnepnnasnusa MmHaanuH.
IInmdpaTtnyeckme yanol, NeveHb N cerneseHka He ysenunyeHsl HCC
104/muH ALl 95/60




FBC: HB 65 g/I, RBC 2,8*10 12/I, WBC 2,7*10 9/I, PLT 16*10 9/I,
onactel 82%, numd 8% MoH10% CO3I 34 mm/yac

Mwuenorpamma: atunmyHble npomuenouuntbl 47%,
rpaHynouyuTapHbi pocTtok 23%, numd 17%, apnTponagHbIn POCTOK

3%, merakapuountbl 0,01*10 9/I
PAS peakuus (-), MP peakuus (+)
LinToreHeTnyeckoe nccneposanue: t (15,17)




No5

BonbHou Y. 35 net

AHamMHe3: [lnarHos ocTporo nmMmdobnacTHoro renkosa ool
yCTaHOBMeEH 2 roga Hasaa. [og Ha3zag KoHcTaTupoBaHa KITMHUKO-
remartofiormyeckas peMmmccusa nu npousBeaeHa annoreHHas

TpaHcnnanTauusa KM oT poacTBeHHOro AoHopa
XKanobbl HA MOMEHT OCMOTpPa OTCYTCTBYIOT

O6BLeKTUBHO: Bec= 66 kr . Koxka oGbl4HOW OKpacku. YBennyieHus

nepudepunyecknx numdartmnyeckmnx yanos HeT HCC 68/mnH ALl
120/80 Tlle4veHb N ceneseHka He yBenUYeHbI




OAK: HB 128 r/n, RBC 4,4*10 12/I, WBC 5,7*10 9/I, PLT 196*10 9/,
nmmd 38% cerm62% CO3I 4 mm/ vac

Mwuenorpamma : 6nactoel 1,7%, rpaHynoumTapHbin pocTok 73%,
apUTPOUAHBLIN POCTOK 27 %, merakapuouuTtsl 0,04*10 9/I




