Jlenkemir y giren

npogecop Makeesa Haranisi IBaHiBHa



BuzHauyeHHs1 JieMKeMiun

Jlenkemisn -
Le NyxJinHa, Wo BMHUKIA 3 KJIITUH KPOBOTBOPHOI CMCTEMU 3 060B'A3KOBUM
NEPBUHHUM Ypa>KeHHAM KICTKOBOIoO MO3KY.

rocrpi nevikemii (97%) XPOHIiIYHIi nenkemii (3%)
NYXAVHN 3 MOBHOI0 3YMNHKOIO | MNYyX/IMHW 3 YaCTKOBOIO 3aTPUMKOIO
AndepeHLitoBaHHs A03piBaHHA KNITUH Ta HAKOMUYEHHAM
KPOBOTBOPHWX KJIITVIH Ha KNiTUH NEBHOMO CTYMNEHS 3PiNoCTi
PAHHbOMY PiBHi A03piBaHHSA

cybcTpaT NyxX/JMHW nNpeacTaBNeHn i’ cybCTpaToM NMyX/IMHU €
6/1aCTHUMMN KJTITUHaMMH. A03Ppisil Ta 3piJsil KJTITUHA
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rocrpas nenkeMissi — OCHOBHe 3J/105IKiCHe 3aXBOPOBaHHS y AiTen

rocrpa nenkemis

T

* [je CUCTEeMHe 3J/105IKICHe 3aXBOpOBaHHSsA
KpPOBOTBOPHOI TKaHNHHU, MOPEPOSIOriYHNM
Cy6CcTPaTroM sIKOro BUCTynaroTb He3pisni
6/1aCTHI K/TITUHU, SIKi Bpa>KaroTb
KICTKOBUU MO3OK, BUTICHSIFOMMN HOPMAJIbHI
K/1ITUHHI e/iIeMeHTH | NMOLUNPIOIOYNCDH SIK
rno opraHaM KpoOBOTBOPEHHSI, TaK I y IHLWI
opraHu Ta cucremu, 3okpema LJHC.



rNocrpa nenkemisi. Enigemionoris

O 3axeoproB8aHICMb y PO3BUHEHUX KpaiHax cmaHoeumos 3-4

8unadKku Ha 100 muc. Oumsa4Yo20 HaceneHHA HA PiK. Huxua )
3axBoproBaHicTb Ha [J1J1 Big3Ha4Ya€EeTbCs B KpaiHax A@puku

Ta CepeagHboi A3ii, 4acTiule BOHa 3yCTpidaeTrbcsi B Kurtal,

Anonii,  CLUA, €Bpornii. CepeagHbOopIiYHUN  MOKa3HUK )
3axBOPOBAHOCTI y €EBpoOri cepes AiTeh KomBaeTbcs Big 5 & '
40 8 Ha 100 000 HacesnlieHHA. .f

0 Halivacmiwe  xeopitome  Oimu  OOWKiNbHO20 Ma v
Moao0wWo20 WKinbHo20 @6iKy. [lik 3axeoprosaHocmi
cnnocmepiecaemeocs y 8iyi 8i0 2 00 4 pokis.

O XnonyuKu xeopitomo y 1.5 pa3u yacmiwe, Hixc dis4yamka.

OY cim'ax ocib, xeopux Ha aocmpuli snelKo3, pusu
3axeopro8aHOCMi 0dimeu Nid8UWYEMbCA mauxe 8 3 pasu.

oy npomucaoeo pO36UHEHUX KpaiHax yacmiw
cnocmepi2aemobca «common» y 0imeli y 8iyi 3 - 4 pokis,
mux, wo po3ssusaromscs - 3pinuu T-i B-KaimuHHuUU y dime
cCMapuwioz0 8iKy.



YnHHMKMN, NOB's13aHi 3 pU3NKOM BUMHUKHEHHS JIEUKEMIN

IoHi3yroua papaiauis

BHYTpPilWUHbOYTPO6GHE ONPOMiHEHHSNA (BHYTPIWHLOYTPOOHE NpwU
PEHTreHOoNOoriYHOMY 06CTeXeHHi BariTHoi MaTepi)

ATOMHI kKaTacTpodhm

Bname enneKTpoOMarHiTHUX nonise

TOKCUUHI Ta likapCbKi NpenapaTy, WO 3aCTOCOBYHOTbCS
marTip'ro

BipycHi c¢pakTopm (peTposipycn (ocobnmso

T — KNiTUHHI Nnenkosn), Bipyc EnwTenHa-bapp)

NeHHi MyTaulii (TpaHcnokaduil, iHBepcii, geneuir) -

CUHAPOMHO-reHeTUYHa CXUNbHICTb (NeliKo3N Y OAHOANLIEBUX
61N3HIOKIB; AiTn i3 c-mamu [ayHa, Jlyi-bap, o -
bnyma, LLBaxmaH-anMmonaa, KocTMaHHa, - -y .
CiMeMHOoi MOHOCOMIi 7, CIMENHNIN CMHAOPOM & —
MHOXMWHHOIO paky 3 roCTpUM NIENKO30M, ‘ > ik

HenpodibpomaTo3IMyHONOriYHi hakTOpKn) : =
Bpoa>xeHi Ta HabyTi imyHoaediunTHI CTaHu. 1 & -

FopMoHanbHi hakTOopyn (HaaMipHa ropMoHasibHa % e
ctumynauia CTI Ta iHWKMMYM ropMOHaMy, LLO CNPUAIOTb - . '
3pOCTaHHIO) -

-

rinonnacTtuyHi ctaHm (aHemia ®aHKoHi, bnekdeHa-/lalEMOHAE
AHeMifs ®aHKOHI 36iNblUYE BIiAHOCHUI PU3NK BUHNUKHEHHS
roctporo mienobnactHoro nenkosy y 1000 pasiB)

Akcenepauisi pi3M4YHOro po3BUTKY
CnneHeKTOMIA B aHaAMHes3i



OCHOBHI cTagii natoreHesy remo@qacrosls
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e KaHueporeH Aji€e Ha cToBOYpOBI
.. . KNITUHU, BUKIMKAKOUM iXHIO
|H|L|,|a LLIA . NYX/MHHY TpaHCHOPMAaLLito
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e AKTUBAU,A i rinepnponidepauis
(MOHOKNOHaNbHA cTaAifA)

[lpomouin

| . . e Po3ceneHHA NYXANHHUX KNITUH Y TeEMOMOETUYHIN
H(I)II'Ipra LL1A TKQHWHI 3 MPUrHIYEHHAM HOPMAJIbHOro remonoesy

[porpecia e MoniknoHoBMI nepedir.

«O310AKICHICTb» npouecy

YTBOpPEHHA BOrHMULL,
NaTONOr4YHOro

KPOBOTBOPEHHS NO3a

KiCTKORUM MOIKOM
Pe3ucmeHmHicmb 00 mepanii - ye AKicHO Hosuli eman po3eumkKy nyxauHu!

MeTacTta3syBaHHA




Po3BUTOK JiIeKeMil MO)XKHa BKpaKn cripoLieHO ysIBUTHU TakK
(MyTayinHO-KJIOHOBA Teopisi Noxo[>KeHHAJAENKEMIN):

®© OHKOreHu nepeaaloTbCA aHTEHaTaIbHO BEPTUKANbHO i
NPU3BOAATb A0 YTBOPEHHA MYTAaHTHUX KNiTUH, 3POCTaHHA
AKUX A0 NeBHOrOo 4Yacy CTPUMYETbCA, a60 XK BOHU
3HULWYIOTbCA (Mepwa noois).

@® Y TpaHchOopMOBaHOMY KNOHI MepuHaTalibHO Un A
NOCTHAaTa/IbHO NMPW BNAMBI NPOBOKYKUUX PaKTOpIB (BipyCHI
iHpeKLii UM iHWI eK30reHHi NPUYNHK) 3a HAABHOCTI.
BiANOBIAHNX KOHCTYLiOHA/IbHUX YMOB Ta npemopbigHunx
NPUYMH BiabyBa€eTbCA Apyra myTauia (Opyza noodis).

@® J1eiiKO3Hi KNiTUHU NOXOAATb Bif, OAHIET KNiITUHU —
poAOHAYaNbHUKA, AKa NpUNMHUNA gudepeHLuitoBaHHA Ha
PaHHIU cTagii pO3BUTKY.

® HaitimoBipHile, nepwa myTauia_KAiTMH BiabyBa€eTbCA Lie
BHYTPILWHbOYTPOOHO. JIeMKO3HUMU KNOH CKNAJAETbCA 3 ABOX
paKuin - akTUBHO nponidepyrouoi ppakuii i TiEi, WO ApIMaE.
paKuif, AKka gpimae, nepioaUYHO NONOBHIOE NONYyAALILO,
Wwo nponidpepye, NOYMHAIOUMN TaK CAMO aKTUBHO AIIUTUCA.

® MNpum naﬁolpqgodonux O3HaKax IeMKemMiu B opraHi3ami XBoporo €
6nu3sbKo 10 NCTHUX KNITUH, Y pPasi pO3BUTKY KAIHIYHNX
cumnTtomis — 1012 6nacriB (1kr). TepmiH HeobXigHUM,
W06 HAKONUUUTU TAKY KiNIbKICTb KNiITUH CTAHOBUTDb
npubansHo 1 pik, MakcumanbHun -10 poki.,
MIHIMaNbHUM - 2'-3,5 mic.

Aeniko3zoreHuii paxkTop ‘

-

. i

IlyxanHHa KAITHHA —> A€MKO3HUII KAOH

40 noodinis l 3a 3-4 mic.

Meracra3su
IIEYIHKY TA 1H.

=

baacremisa




Yci rocTpi n1eMKeMii BUHUKarOTb 3 O4HIEI KJIITUHH, O MyTyBaJa,
sIKa MO>Ke BIiJHOCHUTUCS SIK [0 AY>)Ke PaHHIX, TaK | KOMITOBaHUX Y
HanpsaMKYy pPi3HNX J1iHIK KPOBOTBOPEHHS. e =

- ’,"\ : =
KniHiyHnn nepeb6ir rocrpoi : : E % T
JIeKeMii, Tepanis, >
epeKTUBHICTb JIIKyBaHHS
Ta NMPOrHo3 3axXBOPIOBAHHS
BN3HA4YarOTbCS:

e CTYNEHEM IX AndepeHLitoBaHHA,

e CTYNEHEM BUTICHEHHSA HOPMaslbHMX NApPOCTKIB
KDOBOTBOPEHHS



Knacungpikayis nemkemiun
JlenkeMii knacnpikyrorb 3a TaKMMN KpUTEPIsIMN:
@ mopPoaorivyHmUMm,
®iMyHONOrYHUM,
®6ioXiMmiYHUM,

@®uUUTOreHeTUYHUM.



F'ocTpi nenkemii - okpema rpyna
S4OHKOreMaTosIoriYHMx 3axBoptoBaHb; SKi
“ = HIKO/IN He TPaHCPOpPMYIHOTHCH
o g 3 v mun
" B XPOHIUYHI NenkeMii. =

"';4'.
T

F'ocTpa nenkemisa — Hacamnepen
AlarHo3 MoOpMoONIoOriYHUU

FocTpa nenkemia Mmoxe bytu
nepBMHHOIO abo
\ BTOPWUHHOIO
(Ricns uuTecTaTMYHOI abo paagioTepanii)



Bupginsarotb ABa BUAN 3axXBOPIOBAaHHSA, SIKI PO3PI3HANOTbCA 3a
mMopdgposioriero, nepebiroM, xapakrepoMmM XxiMiorepanii, WO
npoBOANTDLCS, | pe3ysibTaTtaMu JIIKyBaHHS:

rocrpa nimgpobrnacrHa nenkemis

(90% y cTpyKTypi JeHKeMil TiTEH)

rocrpi (HesniM@obnacrtHi, mienoébnacrni) JIEUKEMiIi

(y 80% BumaakiB pO3BHBAIOTHCS y TOPOCTIUX)



Ffemonoern4yHa
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CyyacHa knacnmoikayis BOO3

* KJIIHIYHI O3HaKU

» 1aHI, 9KI OTPUMAaHI 3 BUKOPUCTAHHSM
MOP@OJIOrTYHUX METOAIB AOC/AXKEHHS
(ricTo/iIoriyHnX, UUTOJIOMYHUX,
LIMTOXIMIYHUX)

« pE3Y/IbTaTH IMYHOMDEHOTUMYBAHHS

* DE3Y/IbTATU LUNTOr€HETUYHOIO |
MOJIEKYJISPHOIro aHasli3y




MeToawn KNIHINHOro aHasnisy
rocrpoi sneunkemii
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K/TIHIYHA KAPTUHA rOCTPOI JIEUKEMII

Y NoYyaTKOBOMY NepioAi roctpa nenkemia nepebirae nig, BUrIag0mM 3aXBopHoBaHb, MacoK,
MOB'A33aHUX NEPEBAKHO 3 TriNepnaacTU4HMM YpPaXKEeHHAM OpraHiB abo 3 BUMpaKeHUM
LUTOMEHIYHUM CuHAPOMOM. MOXHa BUAINNUTU 4 BapiaHTK LUbOro nepioay:

[ocTpMiA No4YaToK 3axBoproBaHHA (NpnbnnsHo y 50 % XBOPUX) XapaKTepU3YETLCA BUCOKOKD
JIMXOMaHKO0,_3Ha4HMMM NPOABaMM IHTOKCMKaUii, bonamun y cyrnobax, *KuBoTi, ropni. Llen
CTaH 3a3BMYal TPAKTYIOTb SIK TPWUM, aHFiHY, rOCTPY PEBMATUYHY NMXOMAHKY, aneHaAuuMmT.
Y pa3i npaBUAbHUN AiarHO3 BCTAHOBAOWTb AuMLIE 4Yepe3 2-3 TUXKHI Bia MOABU nepLimnx
CMMMOTOMIB.

Mo4aTOK 3aXBOPHOBAHHA 3 BUPAXKEHUM remoppariyHum cuHapomom (npnbnmnsHoy 10 %
XBOPUX) NPOABNAETHCA KPOBOTEYAMMU PI3HOI JIOKaANi3aLii: HOCOBMMM, LLUNYHKOBO-
KULWKOBMMMU, LiepebpanbHMMM, KPOBOBUANBAMMU Y LLKIPY,
CNN30Bi 0O0NOHKK, CKNEpMU.

MoctynoBuy no4yatok (npubnmsHoy 35-37 % XBOPUX) XapaKTEPU3YETbCA
HeCNeUMPIYHNM CMMNTOMOKOMMNEKCOM: NPOrpecytoya caabkicTb,
3HMMEHHA npaue3gaTHoCTI, binb y KicTKax, m'A3ax, cyrobax, 36inblUeHHS
nimdaTtnUYHUX BY3NiB, NOSABA HEBENIMKNX reMoparii Ha LKipi, ,
pa3i NPaBUIbHUIN AiarHO3 BCTAHOBOETHCA NnLle Yyepes 4-6 TUXKHIB,
NPOBiAHA PONb HANEXKNTb AOCNIAXKEHHIO NepudepUYHOI KPOBI.

be3cMMNTOMHMUM NOYATOK

y AiTen TpannA€eTbea pigKo. 3araabHMIM CTaH He NOPYLIEHO, CAMOMNOYYTTA
MorKe byTn 3a40BifIbHUM. [Tpn 06'eKTMBHOMY 0OCTEKEHHI MOXHA BUABUTHU
He3HayHe 36inbleHHsA NiMPOoBY3/1iB, MEYiHKWN Ta CeNE3iHKN. . _
3axBOPIOBAHHSA BUABNAETLCA NPU AOCNIAXKEHHI KNiHIYHOIO aHani3y Kposi.




KniHIyHa KapTHa

KAiHIYHY cumnTOMaTUKY roctporo nepiogy /1
MOXHO PO34i/INTN HA 5 OCHOBHUX CUHAPOMIB:

O rinepnaacTMyHum,
O remoppariyHun,
0 aHeMiYHUM,

0 iIHTOKCUKALiINHUM,

0 imyHoAediLUUTHUMN.

-
A



AHEeMIiYHUN CUHAPOM

* PO3rOPTAETLCA Y BCiX XBOPUX Ha
NenKemito, 0bymoBneHUn PisKUm
NPUrHIYeHHAM YepBOHOro
NapoOCTKa KPOBOTBOPEHHA,
IHTOKCUKALIEID, KPOBOTEYAMM.

* CTyNiHb aHeMIl YITKO KopestoE 3
IHTEHCMBHICTIO Npoaidpepaduii
NNENKO3HUX KNITUH Y KICTKOBOMY
MO3KY Ta BUCTYNA€E CBOEPIAHMNM
bapomeTpoM aKTUBHOCTI
NYXJIMHHOIO NpoLecy.




remMmoppariyHMn CUHAPOM

* obymosneHnn TpombouUuTONEHi€to,
NiaBULLEHHAM NMPOHUKHOCTI Ta
3HUXKEHHAM PEe3UCTEeHTHOCTI CYAUHHOI
CTiHKun, pediumtom pakropis
3ropTaHHA, NigBULLEHHAM
$ibpUHONITUYHOIT aKTUBHOCTI.

* BUABNAETLCA KPOBOBUIMBAMM Y LLKiPY
Ta C21IM30Bi 060NOHKU, HOCOBUMMU,
LLUTYHKOBO-KNLKOBUMWU, HUPKOBUMMU,
JIereHeBMMU, MAaTKOBUMMU,
LepebpanbHUMM KPOBOTEYAMMU, AKi
MOXYTb OyTM Npody3HMMMU Ta
3arpoXKyBaTu XUTTIO NALIEHTA.




IMyHogeqpiunTHNN CUHAPOM

* NOB'A33aHMMN i3 HEUTPOMNEHIEID, PiISKUMM
NOpPYLUEHHAMM KAITUHHOI Ta
rymopaabHOI JIAHOK iMYHITeTy,
daroumnTosy, 3SHUXKEHHAM aKTUBHOCTI
KOMMJIEMEHTY.

* CKNnagatoTbCcA CNPUATINUBI YMOBU ANA
PO3BUTOKY IHPEKLIMHO-3ananbHUX
YPaXKeHb i3 TAXKKUM nepebirom Ao
CENTUYHOrO CTaHY, LLO MOXe NpU3BecTH
N0 3armbeni xsoporo.




rinepnaacrnyHU CUHAPOM

O obymoBneHn NeiKo3Ho iHPINbTPALLIEID TKAHUH.
36inbwytoTbca nepudepudHi nimpaTtruyHi By3an,
neviHkKa, cenesiHka, nigHeb6iHHI MUraaNUKW.

O Monuse 3Ha4yHe 36inblweHHA nimdoBy3nis
cepenocCTiHHA aX A0 CTUCHEHHA BEPXHbOI MNOPOXKHUCTOI
BEHU 3 PO3BUTKOM XapaKTePHOI CUMNTOMATUKU
(3aamnLWKmM, LiaHoO3y, HAbPAKY WHi, BUBYXaHHA LUMNHUX
BEH).

O 2inepnnasisa AceH 3 PO38UMKOM TAXKKOTO BUPA3KOBO-
HEKPOTUYHOIO CTOMATHTA.

O JlelikemiyHa iHpinbmpauisa cybnepiocTasbHOT 30HW,
WKipn (nemkemian y surnaai 61awWwok), SEYOK 3i 3HaYHUM
601b0BUM CUHAPOMOM, YPaXKEHHA HEPBOBOI CUCTEMMU
(HeMponenkemia), bnacTtHa iHPinbTPaLia iHWNX
BHYTPILLHiX opraHiB (HMPOK, nereHis, cepus).




IHTOKCMKaLINHNN CUHAPOM

3aKOHOMIPHO CYnpoBOAXYE nepioa
MaHiPpecTauil Ta XapaKTepPU3YETbLCA:

* 3arasibHOIO cnabkKicTio,

* BUCOKOK TeMNepaTypoto Tina,
* niTameicTio (0cobaMBO BHOMI),
* T0OJIOBHUMU Bonamm,

* BIACYTHICTIO aneTuTy,

* CXYOHEHHAM,

* aTpodielo M'A3iB, occanriamum,

* HyAOTOlO, 6IOBAHHAM.



JInxXxoMaHKa

HeonnacTUYHa (BHacniaoK camoi nenkemii)

BiApPi3HAETLCA Big, iHPEKUiNHO-3anabHOI IMXOMAaHKH
TaKMmu ocobamsoctamm:

Temnepartypa Tina WoaHa Ha debpunbHUx undpax,
TPUBANICTb IMXOMAHKM Binblue 2 TUXKHIB,
BiACYTHICTb NPOABIB iHPEKLLi,

BIACYTHICTb NO3UTUBHOI peaKLil Ha eMNipUYHY
aHTUbOaKTepianbHy TEpanito,

NO3UTUBHMIN edEKT Big HECTEPOIAHMX NPOTU3ANANBbHUX
npenaparTis




HEMpOI'IeVIKEMIFI - PO3BUTOK JIEMKO3HOI iHPiNbTPaLLii B 060/10HKaX Ta B PEYOBWUHi FOJIOBHOMO Ta CMIUHHOIO

MO3KY, Y HEepBOBUX CTOBBYpaX, raHrNifAX BeretaTMBHOi HEPBOBOI cUcTEMM. 3ycTpivaeTbea y 12-18% xBopux Ha
NENKEMIIO | CYTTEBO MOTipLUYE NPOrHO3.

MeHiHreanbHa popma Henponenkemii NPOABNAETLCA IHTEHCUBHMMU FTONOBHUMM BonamMmM,
HyA0TO, 6IOBAaHHAM, rinepanresieto, CMMNTOMaMmM NOAPa3HEHHA MO3KOBMX 06010HOK. pu
AOCNiAXEeHHi CMMHHOMO3KOBOI PiANHWN BUABASETLCA NNEOLMUTO3 33 PaxyYHOK 6aacTis, NiaBULLEHA
KiNbKIiCTb BiNIKa, 3HUXKEHHSA INIOKO3MU.

EHuedanitmuHa popma xapakTepmsyeTbCA iIHTEHCUBHMMU FONIOBHUMM BONSIMK, NOPYLLUEHHAMM
CHY, MOX/INBiI MapeHHsA, raatoumHalLii, cyaomm, ocepeikoBa CMMNTOMATUKA. Y NiKBOpi 36inblleHo
KiNbKicTb 6inKa, NiaBULLEHHA INOKO3U MPU HOPMAZIbHOMY LUTO3i.

DieHuedanbHa popma Heponemnkemii NPOSABAAETLCA NATONONIYHOK COH/IUBICTIO, NOPYLUEHHAMM
Tepmoperynauii, po3BUMTKOM Bynimii, cnparoto, noaiypieto, nopyweHHAMN gepmorpadiamy,
NiABULEHHAM apTepPianbHOro TUCKY. Y NiKBOPi HOpManbHUM abo TPOXM NiABULLEHUN LNTO3,
NiABULLIEHA KiNIbKICTb BifIKa, 3HUKEHHA TNHOKO3M.

o

MeHiHromienitTuuHa popma xapaKkTepmnsyeTbCAa NOABOK HUKHBLOIO Napanapesy, NOPyLEHHAM
Xxoan, PYHKLLIEIO TA30BUX OPraHiB, PO3BUTKOM KOPIHLEBUX CMMMATOMIB. Y NiKBOPi HOPMA/IbHUA
PiBEHb IENKOLMTIB, MiABULLEHUN BMICT BifIka Ta IOKO3MN.

MonipagnKkynoHeBpuTUYHA GopMma HEMPOEMKEMIT XapPaKTEPU3YETLCA NOPYLIEHHAMMU QYHKLT
PI3HMX YepenHO-MO3KOBUX HEPBIB, YYTTEBOCTI Y ANCTANbHUX BigaiNax PyK Ta HIr, 3HUKEHHAM
CYXOXKWUJIbHUX pednekKcis.

PRSI NSREE—" S — R RN .
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—

[na niarHOCTUKN HEMPONENKEMIi, KpiM peTeslbHOro HEBPOJIOTIYHOMO AOCNIAMKEHHS,
BUKOPUCTOBYIOTb aHai3 uepebpocniHanbHOI PiagMHN, HEMPOODTA/IbMOJIOTIYHI A0CAIAXKEHHS,
Komn'totepHy Tomorpadito mo3Ky. OcobinBoro 3Ha4eHHs Ma€e A0CNIAXKEHHA KNITUHHOIO CKiaay
uepebpocniHasnbHOI PiANHM.




O3HaKun ypa>eHHs1 ce4o-CTaTTEBOI CUCTEMMU

* YpaXKeHHSA €Yok -y 10-23%
XBOPWUX YOJIOBIYOI CTaTi;

« 6€3607/1iCHI;

* MIPUXOBAHE YpaXKeHHS
AlarHoctyeTbca y 10-33%
NaLli€HTIB, WO BU3HAYAETbCA Y

6araTbOX MAaUi€EHTIB 3@ 4OMOMOIroK
Y34;

* IHOAI MOXE BUABNIATUCS
reMaTypI€Elo, MNepTEH3IED YN
rOCTPOIO HMPKOBOK HEAOCTATHICTHO.




O3Hakn ypa>xeHHs LUKT

« LLIKT yacTo ypaxaetbca npu [J1J1.

e Hambinblw 4acTto O3HAKOK €
KpoBoTeya 3 LLIKT.

« He Ma€ KNiHIYHNUX 03HaK, Npw
TepMiHaNbHIN CcTaAail nenkemil
BUHUKAE HEKPOTUYHA
eHTeponaTid. HacTo ypa>a€eTbCH
TOBCTUW BiAAiN1 KULWLEYHUNKA -

TNPNIT.




O3HaKun ypa>xeHHs1 KICTOK I cyrsiobiB

« KicTkoBun 6iflb - Le Haun4dacTiwunn

CUMMNTOM  YpaXXeHHA  KICTOK |
cnocTepiraetbca y 25% nauieHTiB.
Pe3ynbTaT Yypa)XeHHS NenKO3HUM
IHPINbTPATOM KICTOK — MNepioCcTuT,
IHPaApPKTH KiCTOK, 3aMilleHHs
KICTKOBUX MNOPOXHUH 61aCTHUMMU
KNITUHaMW.

bt ‘l:f



KniHiYHI MaCKu rocrpoi s1enkemii

FinepnaacTtuyHunia cmHapom LiuToneHiuyHun cuHapoMm

XPOH. TOH3UAIT, OTUT, QHTHU AHemil

IHGEKLiMHWUA MOHOHYKNEO03 TpombounuTtoneHivyHa nypnypa
[iHriBIT, CTOMATUT [emopariyHmii BacKyAnit
XONeuMCTOXONAHTIT, renaTuT IMyHOAEDUUMTHI CTaHU

3aTAXHUM nepebir NHeEBMOHIi IHbeKUiNHI 3axBoptoBaHHA (YacTi [P3)
XoHApoocTteoancTpodii, naToNorivyHi nepenomm JInxomaHKa He3’AcoBaHOro reHesy
Nimdbapenirt

NlekemoigHi peakuii

ApTpUT (peakTMBHMIN, peBMaToigHNN)
CucTeMHi 3aXBOPHOBAHHA CNOAYYHOI TKAHUHN
3N0AKICHI NYX/IMHU IHLWOrO reHesy
TybepKkynbos, bpyuenbos

MeHiHTriT, eHuedanit



[iarHOCTUKa rocTpmx Jienkemin




AJIrOpUTM [iarHOCTUKHN rocTpmx JieuKemMiu

| eTan AiarHOCTUKN — BCTaHOB/IEHHA PAKTY HAABHOCTiI FOCTPOI /IeMKeMii.
> 30% 6nacTHUX KAITUH Y KicTKOoBOMY MO3KY ( 3a FAB- Knacudikauieto)
> 20% 6nacrtiB ( 3a BOO3- knacudikauiero)

Il etan giarHoCcTUKK — Bepudikauia ¢opmu rocTpoi nemKemii:

a) BUSHAYEHHA MienoigHoi abo nimdpoiaHOoi cnpAMOBAHOCTI 6/1aCTHUX KNITUH;

6) BU3HAYEeHHA BapiaHTa rocTpoi IemnKemii

lll eTan AiarHOCTUKU — BU3HAYEHHA FPYNU PU3UKY i MapKepiB A4NA HACTYNHOTrO

BiACTE)XEHHA pe3nayasbHoi XBopobu

CneundiyHUN CTaH, NPU AKOMY PiBEHb BNACTHUX KNITUH Y KICTKOBOMY MO3KY
HUX4Ye 5%, ane NyXAMHHUN KNOH BU3HAYaAETLCA iIHWWMMU METOAAMU, ONUCYIOTb
TepMiHOM «MiHiMmanbHa 3anuwkKoea/pe3udyansvHa xeopoba» M3X



JlabopaTtopHi gOoCnig>KeHHS

Mpu 2ocmpit nelikemii y dimeli y nepughepuyHili Kpoesi sus6nA10Mb;

* 61aCTHI KNITUHW,

* XapaKTepHUM AIarHOCTUYHUM KPUTEPIEM €
«emkemiyHmnim nposan» (3iaHHA) (hiatus leucaemicus) -

BiACYTHICTb MPOMIXXHUX POPM MiXK BNaCTHMMU Ta
3PINUMU KNITUHAMMN.

* aHEMI{IO, TPOMDOOLUTOMNEHIIO,
* sBucoKy LLOE;

* KiNbKICTb IEMKOLMTIB BapiabesibHa: YacTille BUABIAIOTb
NNENKOLUMTO3 Pi3HOro CTYNeHsA, 3piaKa - NeMKOoneHito.



B1aCTHI KNITUHMN

Bbnact Haraaye nimpoumt
(10 -20 mkm)

AAepHo - UnNTorn/ia3mMoBe
CrliBBIAHOLLIEHHS HA KOPUCTb S4pa.

CTpyKTYypa faapa — HixHO -
XpoMaTHMHOBAa, TOHKOCITYacTa 3
PiBHOMIpHUM 3abapB/IEHHSIM Ta
KasaibpoM HUTOK XPOMaTHHY.

Y 9api BUAHO HYK/1€0/In Bia 2 LUT
(ue HakorimyeHHsT PHK).

LinTonnasaMma - 6asopisibHa,
XapakTepHa a3ypo@isibHa 3epHUCTICTb
4epBOHOI0O KOJIbOPY, dKa MoxXxe
KpUCTasi3yBaTucb 3 YTBOPEHHSM
najim4yok Ayepa.




Knacudikauia nenkeMim 3a KiNlbKicThoO
nenkouuTiB y kposBi ([JamMeluek)

I

/|




lNpuknag KAIHIYHOro aHaniza KpoBi XxBoporo Ha I'J1

Ffemornobin — 79r/n;
* eputpountn —2,8X10.12;

* KOJIbOPOBMM NOKa3HMK - 0,9;
 neukouutn —10.0 X10.9;
* basodinm —0%;
eo3siHodinn — 0%;
bnactu — 37%;
Mpomienoumntn — 0%
Mienouuntn — 0% “neikemiuHui nposan” -
MeTtamienountv — 0% hiatus leukaemicus

HenTpodinm nanndkoagepHi -1%;

cermeHToaaepHi — 12%; (1300),

* nimpountn -45%;
* MmoHouuntn —5%.
 Tpombouutu — 30.000




KapTtnHa kpoBi npun rocrpin niMmgobnacrHin nenkemii

L=60x10°/n
E | b Hentpodinu
MK | T C

MoH

2-4|0-1|--|--|3-6|51-6

BiacytHin h.l. Uutoximia: rnikoreH (rnnbkamu +)



KapTnHa kpoBi npun rocTpin nimgobnacrHin nenkemii

L=90x10°/n
E | b Heuntpodinu
MK | T C

2-4|0-1|--|--|3-6|51-6

hiatus leukemicus (h.l.)



docnig>xeHHss KICTKOBOro MO3KYy

BiporigHWUW AiarHOCTUYHUN KPUTEPIN TOCTPOI NEUKEMIT - BUABSIEHHA
61aCTHUX KNITUH Y CTEPHANbHOMY NYHKTATI B KiNbKOCTI binblie 25%
KNITUHHOrO CKNaAy YepBOHOTO KicTKoBOro mo3ky (20% npu FMJI).

Total replacement of hematop0|et|c stem by blasts

S ALL-Bone Marrow




Knacugikalisa roctpux iemKemiv

(

FAB Knacudikauis

.
Classification system Maodalities of testing Broad subtypes
French-American-Britsh Morphology Eaght subtypes of AML (MO-MT)
(FAB) Classification, 1976 Cytochemistry MO - AML minimal differentiation
AL defined as 230% myeloblasty’ ™1 — AML without maturation
monoblaststymphoblasts in blood M2 — AML with maturation -

M3 - acute promyelocytic leukaemia

M4 - acute myelomonaocytic leukaemia

MS - acute monoblastic (MSa) or monocytic (M5b) leukaemia
ME - acute erythroleukaemia or pure erythroid leukaemia

M7 - acute megakaryoblastic leukaemia

Threa subtypes of ALL based on marpholegy: L1, L2, 13

Or Marrow

Erythroleukaemia: 250% erythroid
cells, 230% myeloblasts in
non-erythroid cells




MOP®OJIOIN4HA KITACNDIKALIA:

®paHKo-AMepuKaHCcbKO-bputaHcbKa poboya rpyna (FAB) no neikemiiy 1976 p. npumHana
3arabHONPUMHATY Ha AaHWIM Yac KnacudikaLito N1erKosis 32 MOPGONOTiIYHUMM XapPaKTEPUCTUKAMM:

lfocTtpa nimdpobnacTtHa nenkemisa (IN11)

L1 - api6bHi 3 By3bKum 06igKOM LMUTONNIAa3MHM i BaXKKO NOMITHUM agepuem
KNiTMHKU. Hanbinbw nowunpeHa KnituHa npu Beix Tunax MJ1y giten

L2 - 6inbwinia 3a L1, 6inbw WnMpoKuia 06igok umtonnasmu, ogHe abo
6inbwe BUparkeHnx agepuis. KnitmHu meHw tMnosi, HiX L1, ix iHogi
NOMMIKOBO CNPUAMALOTb 3a Mmienobnaacru.

L3 BenuKi KnitTuHu 3 6a30¢inbHOIO0 BaKy0Ni30BaHOIO LUTOMN/1Ia3MOLO Ta
YiTKO BUpPaXXeHUMU agepuamun. TpannaTbca pigKo i, AK Nnpasuno, €
MmapKepamu B-knitTuHHOro sapiaHTa [J1/1.

TaKuii NOAiN NPAKTUYHO BaXXKAuBuK, Tomy wWwo L1 marotb 6inbL
CNPUATANBUIA NPOTHO3.




Cepepg roctpux Hennim¢pobrracTHnx
nenkemin (FHJ1J1) BuginsiroTh:

locTpa mienoigHa nenkemis:

MO - HegudepeHuinoBaHa

M1 - rocTpa mienobnactHa nemkemis
HeguddepeHuioBaHa

M2 - roctpa mienobnactHa nenkemin 3 agudepeHuiauiero
M3 — rocTpa npomienounTapHa nemKkemis

M4 - rocTpa mienomoHobnacTHa nenkemis

M5 — roctpa moHobnacTHA nekemin

M6 - rocTpa eputponenkemis

M7 - roctpa merakKapiobnactHa nekemis

O0O0O0OO0O0 OO

BpooxceHa nelikemisi € ocobnusoro popmoro
20cmpoi nelikemii




AdiarHocTuka rJi

LinToxiMiyHe gocnigXXeHHA KICTKOBOIro
MO3KY: Mienonepokcuagasa, ninigu,
rnikoreH, Hecneue@iyHa ecrepasa
(anbda-HadTinaueratecrtepasa Ta
anb®a - HapTnnbyTnparterepasa).

Mpu rocmpux aimgphobaacmHux neliKkemisix BA3HAYaETbCA
HeraTUBHaA peaKLia Ha NnepoKkcuaasy, ninian,
XJlopauerarecrepasy.

Mpu 2ocmpux mienobaacmHux aeldkemisix - No3uMusHa
peaxkuia Ha mienonepoKkcugasy, ninigu,
xnopaueTtatectepasy. LUNK-peakuia 3anexuntb Big dopmu
FOCTPOI MIENOTAHOT NENKEMiII.

MapKep MOHOLUMUTAPHOro pAaa BUPAXKEHa aKTUBHICTb Mo3nTUBHA peaKLia Ha
HecneunPuuHoi ectepasu mienonepokcupasy npu MVIJ1




KnacuikaLliss rocTpmux 1emKeMiun

| T-niHIMHUNK

T-1, T-Il, T-I, T-IV

B-1, B-I, B-Ill, B-IV

IMyHONOrIYHa
Knacud)u(au,m MienobnactHum Bu3HaueHHA MapKepiB MOHOLUTAPHOI,
rpaHynoumutapHoi, MK, epurpoumntapHoi
cnpAMOBaHOCTI AudepeHLUiloBaHHA
3MilwaHoi niHiHOCTI .
/6ideHoTnoBwii/
- -

‘ Classification system Modalities of testing Broad subtypes ¥
European Group for Morphology AML: imtrodiuced immunological defintbons for ANML MO, B& and M7
Immunologoical Cytochemistry Immumological subclassification of B and T precursar ALL
Classification of Immunophenotyping ) ) ) )

Leukaemias (EGIL), 1995 Biphenotypic and undifferentiated AL defined

T ——



IMyHOpeHOTHMNnYyBaHHSA

g OO Gua EALEL L.
BripoBag»)eHHS1 Y NPaKTUKYy MOHOK/IOHa/IbHux " |
aHTUTIJZ1 JO3BOJINJIO iA€HTUIKyBaTtn | "
cneyndcpiyHi peyenTopu, aHTUreHM T1a iHLi . '.
MoJsiekysimn (Mapkepu) Ha Mmemb6paHi Ta/abo Lt
ynToniasmi 671aCTHNX K/TITUH. !

Ha pannn yac ineHtngikosaHo noHag 200
MapKepiB, IKi OTpuUMaJsin Ha3By KJlacrepiB
angepeHuyiroaHHsa (CD).

IMyHO(beHOTMNYBaHHA HeobxiaHe ans: “0?'1'1
1) niaTBepA>XeHHSA AlarHosy v
2) BCTAaHOBJIEHHS AlarHO3y NMpu CYMHIBHUX i

MOP@PONOriYyHMNX Ta LUMTOXIMIYHUX

pe3ynbTaTtax

3) MOHITOPUHIY BuaisieHHA HOBUX 6inbLu "
3/10SAKICHUX KJ1ITUH;

4) po3noainy N1 Ha pi3HI NPOrHOCTUYHI rpynm | | , R—

NMpuknaa: rocrpa HeamdepeHuinoBaHa AR e
NEUKEMIA — N Cav 0 o

HLA-DR+, CD15+ |-, CD13+\-, CD33+\-




IMyHO(peHOTMNNYHA Knacudikauia INJl

Bapiaut ['JIJI XapakTepH1 MapKepu Yacrora,%
Panniii npe-B CD10-, CD19+, clg-, slg-, cCD79a*, cCD22* 5-10
Common CD10+, CD19+, clg-, slg- 40-45
IIpe-B CD10+, CD19+, clg+, slg 20
B CD10+/-, CD19+, clg-, slg+ 4-5
[Ipe-T CD7+, cCD3* 5-6
T CD1+, CD3*, CD4*, CD7*, CD8" 20




IMyHopeHoTMNnyHa knacugikauia FMJ1

(ans T'MJ1 mopdonoriyHa Ta iMyHoNoriYHa cnisnagatoTb)

IMyHONOABapiaHT nenkeMil KnituHHum eHoTun

MO- ManoandepeHLiMoBaHa ENKEMIS HLA-DR+, CD15+]|-, CD13+\-, CD33+\-
M1-mienobnacrtHa nenkeMis 6e3 no3piBaHHA HLA-DR+\-, CD38+|-, CD11a+\-, RFB1+\- CD53
M2-mienobnacrtHa nerkeMis 3 A03piBaHHAM HLA-DR+\-CD72+,CD38+\-,CD53+
M3-npoMienounTapHa NenKeMis CD53+,RFB1+\-,CD11b+\-

M4- mienoMoHob61acTHa HLA-DR+,CD15+,CD38-,

M5-MoHOBNacTHa HLA-DR+,CD11b+,CD15

M6-epuUTpOMIENO3 HLA=DR+\-,CD38-,

M7-MerakapiobnacrtHa CD38+,CD41+,HLA-DR+\-




[iarHOCTUKa rocrpmx JienkeMin

MNepudepunuHa Kpos - T ONEKYNAPHI i
. » Mopdonoris LiuToximia LUTOreHEeHTUYHI
KictTkoBUM MO30K TUMYBaHHA -

FAB kKnacudikauis

T-1, T-1I1, T-11, T-1V

B-1, B-Il, B-llI, B-l

ImyHOANOriYHA
Knacudikauin

MienobnactHum }\ Bu3HauyeHHA MapKepiB MOHOLUTAPHOI,
rpaHynouutapHoi, MlK, epurpouutapHoi

cnNpAMOBAHOCTI AUdepeHLUiloBaHHA

o L1 o oW o \ /
3milwaHol AiHIAHOCTI
/6ideHoTnnoBMIA/




LinToreHeTnyHe AOCNIg>XKE€HHS

* Y 90% xBopux Ha ['J1 3HaxoaAaTb FeHeTUYHI
NonoMKu (TpaHcnokauii, ageneuii, iHBepCil,
rinepnnoigito...).

« Mpwn I'N1J1 TpaHcnokauia (9;22) abo (4;11)
— (PAKTOp HECNnpUATANBOro MNporHosy.

« ['inepnnoigia xapakTtepHa Ans
crnpuatTnueoro nepebiry N1 (vacto y aiten 3
[J1T).

AdIarHOCTNYHI Ta NPOrHOCTUYHI MyTalil

MienoigHi nevkemii

t (8;21) - AML-ETO - M2 t(15;17) - PML-RARa — M3

Inv (16) — M4 t (1;22) - M7 T 8 TR LS
i
NimdobnacrtHi neiikemii TR /
t (9;22) - p190 t (4;11) g

t (1;19) dinagenbPincbka XpoOMoCcoma



IMYHO/IOrIYHI Ta UNTOreHeTu4YHI BaplaHTH rocTtpmx
N1iMmpobs1acTHNX J1IenKeMin

Tvn i vacrora IMyHogeHoTMN LiuToreHeTnuHI
NOPYLIEHHA
[pe-npeB-I'J1J1 (paHHs npe- HLA-DR, TdT+, CD34+, CD10+\- T(12,21)d 20-

npeB 5-10% n Common 45% | ,CD19+,clg-,sIg-,CD20-\+,CD24+\- | 25%,t(9,22),11g23

Mpe-B-I1/1 — 20% HLA-DR, CD19,CD20+\- T(1,19)
,CD24,CD9,CD10,CD34-

B-IJ1/1 — 4-5% HLA-DR,CD19,CD20,CD22,CD24 T(8,14),1(2,8),1(8,22)

T-rNN -20-31% HLA-DR+\-,CD1,CD2,CD3,CD5,CD7, | T(1,14)d 15-25%




AdiarHocTuka rJi

IMyHOMEeHOTUNYBaHHSA 61aCTHUX KNITUH.

MonekynspHo-6io/10riyHe A0CNiAXEeHHS Ha
npoTtooHkoreHu (MNJIP).

LinToreHetnyHe gocnigxeHHsa. MMT - TecT (Ha
YYTNUBICTb A0 LUNTOCTATUKIB).

[locnig>xeHHs Ha anoTo3.
PeHTreHorpadis opraHiB rpyaHoi KAiTUHWN.
CkeneTtorpamMa (3a HeobxoaHOCTI).

KTl (opraHiB rpyaHOi NOPOXHUHW, 6POLWLHOI
NOPOXHUHWN, TOSTOBU).




AdiarHocruka Ji1

« bioxiMiYHe OO0CNIgXEeHHSA: eNeKTPosiTH,
CeYOBUHa, ceyoBa KNUCNOTa,
«rneyiHKoBi» npobun, 6inipybiH Ta iH.

« locnig)xeHHa  nikBopa:  6i0XiMiYHUW
cknaa i KnitnHn, CnnHoOMoO3KoBa pignHa
Ma€ AlarHoOCTUYHe 3Ha4dYeHHda nig 4ac
AiarHOCTUKN Henponenkemil.

* [eMOcCTa3iorpama: 3HMXEHHS @aKTopiB
Koarynauil 4acto CnocTepiraeTrbCa npwu
MJ1, BkAO4Yae rinodibpnHoOreHemito,
3HMXEHHS piBHIB dpakTopiB V, IX, X.




AdiarHocTuka i

« locnipxeHHa @yHKUil CCC: EKI |
Y3/ cepus.

« [locnig)XeHHsa  iMYHOJOril:  piBeHb
CMPOBATKOBUX IMYHOr 106y niHIB,
piBeHb C 3 | C4.

« [locnip>XXeHH4 BIPYCO/OrYHOro
npodinga: TiTp AT [0 Bipycy
BITpAHOI Bicnn, UMB, AT po Bipycy
NpoCTOoro repnecy CKPUHIHF AT po
renatutis ( HBV, HCV, HBV+HDYV,
HGV, HFV, HXV).




AJIrOpUTM [iarHOCTUKHN rocTpmx JieuKemMiu

lll eTan AiarHOCTUKKN — BU3HAUYEHHA rPynu pU3nKy i mapKepis A1 HAaCTYNHOro

BiACTE)XEHHA pe3nayanbHOi XBOpobu

CneundiyHmMm cTaH, NPr AKOMY piBEHb BNACTHUX KANITUH Y KICTKOBOMY MO3KY
HMXK4e 5%, ane NyXAMHHUN KNOH BU3HAYa€ETbCA IHWMMN METOAAMM, ONMUCYIOTb
TepMiHOM «mMiHiMmanbHa 3anuwkKosea/peszudyansHa xeopoba» M3X



MiHiIManbHa 3aAMLWKOBa XBOPOba

NimdobnactHi M

National
Comprehensive  NCCN Guidelines Version 5.2017 NCCN Guidelines Index
et Acute Lymphoblastic Leukemia e

MINIMAL RESIDUAL DISEASE ASSESSMENT

* The optimal sample for MRD assessment is the first pull or early pull of the bone marrow aspirate.

* MRD in ALL refers to the presence of leukemic cells below the threshold of detection by conventional morphologic methods. Patients who
achieved a CR by morphologic assessment alone can potentially harbor a large number of leukemic cells in the bone marrow.

* MRD is an essential component of patient evaluation over the course of sequential therapy. If patient is not treated in an academic center,
there are commercially available tests available that should be used for MRD assessment.

* Studies in both children and adults with ALL have demonstrated the strong correlation between MRD and risks for relapse, as well as the
prognostic significance of MRD measurements during and after initial induction therapy.

"+ The most frequently employed methods for MRD assessment include multicolor flow cytometry assays specifically designed to detect

abnormal MRD immunophenofypes, real-time quantitative polymerase chain reaction (RQ-PCR) assays, and next-generation sequencing-
assays 10 Usion genes (eg, ~clonal rearra TN Immunoglobulin (1g) heavy chain genes, andior
receptor (TCR) genes.
* Current multicolor flow cytometry or PCR methods can detect leukemic cells at a sensitivity threshold of <1 x 10+ (<0.01%) bone marrow
mononuclear cells (MNCs)."2 The concordance rate for detecting MRD between these methods is generally high.
» Timing of MRD assessment:
0 Upon completion of initial induction.
0 Additional time points should be guided by the regimen used.

Mieno6bnactHi N

MNational

: Comprehensive  NCCN Guidelines Version 1.2018

I | _
\quf,f;,w Acute Myeloid Leukemia
Role of MRD Monitoring

Currently, NCCN does not provide recommendations on the use of
MRD monitoring until further studies can provide consistent and reliable
results; however, due to the rapidly evolving field and the undeniable
need for monitoring, current trends in this field are discussed below.

While morphologic assessment is the first step in a cure for AML, there
remains a level of MRD that currently lacks any standardized method of
monitoring. Two promising techniques are real-time quantitative PCR

RQ-PCR) and flow c . RQ-PCR jes leukemia-associated
genetic asbnormalities, while flow cytometric profiing detects

Jeukemia-assoaated Immunophenotypes (LAIPS). Both methods
“have a higher.sensitviy than conventional morphology. RQ-PCR has a
detection range of 1 in 1000 fo 1in 100,000, while flow cytometry has
sensitivity between 10 1o 10%. The challenge of incorporating these
techniques into routine practice is a lack of standardization and
established cutoff values, though ongoing research is focused on
addressing these limitations. Most of what is known about MRD
monitoring has been done in the APL population:**'* however, these
techniques are now expanding to include other AML subtypes. The data
from these methods have been correlated with AML treatment outcome
and the preliminary results are promising. Refinement of these methods
to take into account variahles including the intrinsic nature of the
transcript as well as faciors of the patient population, indluding age,
disease severity, and freatment, will make MRD monitoring in patients
with AML & more refiable tool.




0,01 % - nopir no3nTnesHocCTi M3X

% BMICTY NYXJIMHHUX KNITUH cepep, YCiX KNiTUH KiCTKOBOro
MO3KY, AKi MatoTb AP0

M3X Ha 15-1 NpOTOKONbHUWM AEHb

M3X <0,1% - rpyna cTaHAQPTHOro PU3UKY PO3BUTKY peunamBa
0,1% < M3X <10% - rpyna cepeaHboro (MPOMiKHOro) pusmnkK

M3X > 10% - rpyna BUCOKOro puUsnKy

giocmexceHHA M3X MoXnueo minbKu nNpu Nno4amMkKosiu
i0eHmudgikauii nelikemivHo20 KNOoHY.



CrpaTu@ikams 10 rpyny pu3suky namentis 3 B-1'J1J1
Crpatudikaiis ~ namieHTiB  0a3yeTbesi  Ha  OIOMOTTYHHX/MOJEKYIAPHO-
[IUTOTEHETHYHHX KPHTEPIsSX Ta KPUTEpPIAX BIIMOBII Ha Teparito. Buainsors 1B
ocHOBHI YacoBi To4ku (UYT) uis npoBeneHHs crpaTHpikailii:
1.YT-1 — BusnavaeTses Ak 33-i Jenn Protocol IA (3aBeprieHns 1HIYKI[IHHOT
Tepartii)
2.4T-2 — BusHavaerbes #AK 78-i  jgeHp Protocol IB (3aBepuieHHs
KOHCOJIIAYIOYO1 Tepartii)

Tabauus 4. Kpurepii crpaTudgikauii 10 rpynu cTaHIaApTHOTO PU3HKY.

ymoB M3X- HeratuBHoro ctarycy B YT-1 ta YT-2

(< 1x10)

. M3X nerarusnuii cratyc B UT-1 (3a ymoBu
BHKOPUCTaHHs METOAY (IIPOTOYHA LIUTOMETPIs abo
[1JIP) 13 po3a1IbHOO 3[aTHICTEO HE MEHIIIe 104

JIst BiTHECEHHS JIO TPYIH CTAHJAaPTHOTO PU3UKY MAIOTh BUHKOHYBATHCH BCI
nepepaxoBaHi HUKYE KIIHIYHI, MOJIEKYJIAPHO-TEHETHYHI KPUTEpIi Ta KpUTepii
BIJIMIOBIJII HA Tepariio

[TpumiTku:

* Bincyrnicts 6nactie B CMP npu nocniukeHH1 nutoneHTpudyrary ta aTpaBMaTH4HICTb
MYHKLIT BIAMOBLHO 10 anroputmy Steinherz-Bleyer.

** Haspricts OLabire 50 xpomocom B nefikeMiynux 6nacrax abo JJHK-1nzeke (Bu3zHagaeTbes sk
cmisBiaHonenus JIHK B nefikemiunnx Gactax 1o BIAHOIEHHIO 10 BMICTY Y HOPMA/IBHHX
aunoiaHuX mmdonurax) > 1.16

R KMT2A(MLL)-AFFI, TCF3-HLF, rinogunnoiais (24-39 xpomocom), myTauii rena 1P53
(comaruuui Ta BpoukeHi), KMT2A4 (MLL)-peapawxysauns, [KZFI, BCR/ABLI, BCR/ABLI-
110110HI.

KomiHiuHi KpuTepii ° Bik Bix 1 no 6 poki
. [mimaneHa kubkicts WBC < 20 Tie. B MK
° CD10+ (common)-¢eHoTHIT
) [THC-1 craryc*
MonekynspHo- . Inepaimnoimis** ta/abo TEL/AML
reHeTHYH1 KpUTepil (ETV6/RUNXI)
) BisicyTHICTE MONIEKYTISIPHO-TE€HETHYHUX

aHOMaJIli BHCOKOTO PH3HKY™***

Kpwurepii BimnoBil Ha ] [apHa BiANOBLE Ha npeaHI3010H (<1000
Tepariio OmacTiB B MKJI.) Ha 8-if nens npodasu
° PiBens M3X 3a ganumu npotoysoi

mutometpii <0,1% Ha 15-i mpoTOKONEHHI JeHD 3a




Tabuuug S. Kpurepii crpaTugikanii 10 rpynd BHCOKOI0 pH3HKY.

Jlns BiiHeCeHHs 10 TPYIH BHCOKOTIO PH3HKY 0CTAaTHHO OJHOTO 3 NePepPAXOBAHHX HHAKYE
KJIIHIYHOTO, MOJICKYJISIPHO-T@HeTHYHOI0 KpUTepis abo KpuTepis BIIMOBLII Ha Teparito

peapanxkyBaHusd KMT24-AFFI (MLL-AF4)
peapamkysanud I'CF3-HLF

rinogumniaoiais (< 45 xpomocom)

Myrtauii rpynu IKZFplus (ognouacna neneriis renis
IKZF1 13 PAXS, CDKN2A, abo CDKN2B (romMo3urortsi
nenenii), abo PAR1 ta BigcyrHicts genenii B reni ERG)
Ta M3X no3UTHBHHUI cTaTyc Ha 33-i1 IeHb 3a YMOB
BiacytHocTi ETV6-RUNXI1, TCF3-PBX1 abo
peapamkyBanb renHy KMT2A 1nmux Big KMT2A-AFF1

MonekynspHo-
reHEeTHYH1 KpUTepii

Kpurepii BiamoBii ® BIJCYTHICTH Mopdoioridnoi pemicii Ha 33-i nensb (>5%

Ha Teparlio 0O;1acTiB)

e M3X 3a nanumu nporounoi uuromerpii >10% na 15-i
NPOTOKOIBHUI JeHb 32 YMOB BiicyTHoCcTi ETV6-
RUNXI1*

e M3X=>5x10*(>0,05%) na 33-ii npoTOKONLHUIT IEHE
(UT-1)

e M3XBUT-1=>5x10%=0,05%) ta M3X-no3utHBHHI
craryc (< 5x10) B UT-2

e M3X BUT-2>5x10%(=0,05%)

IIpumitka: * npu HasBHOCTI peapanxkyBaHHs reHiB ETV6-RUNXI tuibku piBas M3X B k/m
Buuie 10% Ha 15-i 1eHb NPOTOKOIBHOI Tepanii HEeJ0CTaTHLO IS BlJIHECEHHs Malll€HTa /10
TPYIIH BHCOKOTO PH3HKY.




Taduamumusa 6. Crparadrikanian nagicesaris 1o rpyvnm puzniKy B YUI'T-2 3a jammanmi

M3
M3IX B YHT-1 M3 B YHUT-2
HerarTmepHa ITlozmTrIaBHA = Sx10-4 He BHMzZHAYTAITACE
=1x10 ame =5Sx10% (= | (=
(==0.,01%2%) 0.05%0) 0, 05%a)
- HerarTuapHa¥* H'e m'e e SR
(=1x10%)
- HeraTHeHarP® mo M3X 150 MR o M3IX 15o
- aime MNE MNEBE MNME
=Sx10°% (== 0,05%0)
— = MNE MR

Sx 10 (= 0.05%)

Bincvrac/He no M3IX 15no
BH3IHAYTATTOCEH

nmo M3IX 1S5a

W ARMOBHI IMTO3HAYTCHH

H/B — HC BHZHAYMACTHBCH % 3B A3KY 13 JocaArHcHHAM MI3IX-mecrarmBHOoro craryvey B8 HAT-1

*3a YMOB BHKOPHMCTAHHS MeTOAY BH3HadceHHs M3X i3 po3salilbHON 3IATHICTHO He MeHmae 1077
HeraTueHAaP? - M3X npHM BMKOpPHCTAHHI MeTOAY i3 MeHIIoOK Hix 10 pozninsHON 3MaTHICTIO HE
meHmne 107

SR. rpylia craHIJapTHOINO pH3HMKyY: MR, rpyrna cepenHBOIo (MIpomMizdHOIO) pH3HKy:; HR ., rpyiia
BHCOKOI'O PH3IMKY.




Crpatudikauis a0 rpyn pu3uxy nauienris 3 T-IJL
Crparugikais pusuky npu T-I'JUT cyTTeBo He BUIpI3HSETbCS Bijl cTpaTHikai
npu B-I'JIJI, mpote mae cBoi ocobmBoCT!.
Tak, HezaeKHUMI KPUTEPIAMH BIJIHECEHHS 10 TPYIIH BUCOKOTO PU3HKY €:
¢ [loraHa BUINOBLAL Ha npeHizonoHoBy npodasy npu T-I'JUI sanumaetses
He3aJIeKHUM [IPOTHOCTHYHUM KPUTEPIEM 1 T0Tpebye BIHECEHHS MALIEHTa 10
[PYIH BUCOKOTO PU3HKY;
¢ HeJlocsATHEHHS KoMIuiekcHoi pemicti B YT-1
¢ piBeds M3X 3a anumu nipotouHoi uuToMeTpii Ha 1 5-i NpoTOKOIBHMUIL IEHE
>10%:
o M3X meronom mporounoi muromerpii abo IIVIP > 5x10™ B YT-2 (78-i
POTOKOIBHHH JIEHB)



JlikyBaHHS1 rocTpoi 1enkKeMii
0 cToniTTAa —

* 1 ictopnyHmnm etan — 19 — noyatot ,

BM3HAYeHHA HO30/10TiYHOI PO ITHICTb 6
IKOro JlikyBaHHA. Tpusanic 1X
micauis!

2 eTan — 3 no4yaTky 40-X [
BUKOPUCTOBYBATU reMoTp
KNIHIYHUX peMICin.

3 eTan — 1948 pik, nepLue
aMIHONTEePUHY — LMTOCTS
KUC/1I0TU — NPU3BENo A0
remaTto1orivyHOol pemicil.

aHHF’ S -
ONieBoi

* Ha 0aHul 4yac npozpamHa (pomoKosibHGe ema
BUKOPUCMAHHA Ximiomeparneemu4yHUX npenapamis.




OCHOBHI NpUHUMNU nikyBaHHA N1

[Micha BCTaHOBNEHHA AiarHo3y, (He Tifibkn mopdonoriyHoro, ane 3a
pe3ynbraTamm iMyHODEHOTUNYBAHHSA, LUTOreHeTUKH,
MOJIEKYNAPHO-6i0N0rYHOro AOCAIL * bKWM 33
Tepanil TPUBANICTb }XUTTA NALIEHT VE
Y nikyBaHHIi rocTpux nemnKosis.
€BponencbKi NPOTOKOAN NOIX
Bubip cxemn  niKyBaHHSA
LUTOXIMIYHNM Ta IMYHC
BapiaHTOM rocTporo enKosy.
Hanvacrile BMKOPUCTOBYETLCA
neBHi cTagii KNITMHHOIO MITO
npoBeaeHHA CXeMU HENPUNYyCT
Tepanito rocTporo /IeMKo3y MnpoE
reMaToNOori4YHUX KAiHIKaxX.
3aBAaHHA Ccy4yacHOI Tepanii JIeMKo3y — TOBHA epajuKalis
(3HULLEHHA) NeMKO3HUX KNiTUH.

r s

ﬂiSOBQHMX




OCHOBHI HanpsaMku Ttepanii I'J1

CneuundiyHa ximioTepanifa cnpAMoBaHa Ha AOCATHEHHHA
Ta 3aKpinaeHHA pemicii 3axBoproBaHHA. CKNaga€eTbCA 3
NEKINbKOX eTanis, pi3Ha Asa nimpobnacTHoi Ta
MienNobNaCTHOI NenKeMmil.

CynposigHa nigTpyumyro4ya Tepania npoBoauUTbCA ANA
3HUMKEHHA IHTOKCMKALIT NPU Ni3NCIi NYXJIMHHOTO
cybcTpaTy Ta 3MeHLWeHHA NOBIYHMX TOKCUYHUX ePEeKTiB
Ximionpenaparis.

3amicHa Tepania HeobxiaHa Npw 3arpo3nBIN
TPpOMbBOUMTONEHIT Ta TAXKKIN aHEMIT.

TpaHcnaaHTaLig YepPBOHOMO KiCTKOBOIro MO3KY Ta
CTOBOYPOBUX KPOBOTBOPHUX KITHH.




JIIKYBAHHSA F'OCTPUX JIIM®ObBJIACTHUX
JIENKEMIUN ey

MPOBOAMTLCA W/IAXOM 34iNCHEHHSA NPOTOKO/IbHOI noniximioTepani,
obcAr AKOI 3aNEXKUTb Bif rpynu pusmnKy, WO BM3HaanT"fﬂ-y
XBOPOTO BIANOBIZAHO 10 NPOTrHOCTUYHUX BAKTOPIB.

BaxknmBumu ansa NnporHosy paktopamm €

* BiK XBOpPOTroO,

* 0b6cAr NyxIMHHOT MacK (3a NOYaAaTKOBMM PIBHEM NIEMKOLIUTIB
KpOBi),

* HaABHICTb NPOrHOCTUYHO HECMPUATANBUX LLUTOTEHETUYHUX
aHomanin t(9;22) Ta t(4;11) Ta ix MOneKynApPHO-reHeETUYHUX
€KBIBANEHTIB,

* XapaKTep BiANOBIAi Ha iHiLlianbHe NiKyBaHHSA (KnipeHc
NeNKeMIYHUX KNITUH i3 nepudepnyHOi KPOBi Ta KICTKOBOIO MO3KY
Ha NepLUNX eTanax BUKOHAHHA NPOTOKO/IbHOI XimioTepanii).

[lo KombiHauii unx paKTopiB PO3PI3HAOTb TP OCHOBHI
NPOTrHOCTUYHI FPYNU — CTaHAAPTHUN, cepeaHiit (NPOMiIXKHUMN) i
BUCOKUI PU3SUK.



AHTPaAIMKJIIHU
Binkpuctun
{uro3ap
MepkanronypuH

-

" INTERPHASE
p———— ——

AHTPAIMKJIiHA
BinkpucTun
MIiTOKCAHTPOH

MiTOTUYHNU KJTITUHHNUA LNKJIT

-

S

.
N
A\

(DNA synthesis)

AHTPAIMKJIIiHA
- BinkpucTun
ETono3ua
I{uTo3ap
MIiTOKCAHTPOH

MepkanronypuH

AHTpPAIMKJIIiHA
BinkpucTuH
ETono3ua
MIiTOKCAHTPOH

M - mito3, S - nepiog, cuHtesy [1HK, G, - nocTmiTOTU4HUW nepioa, Nifg Yac AKoro BiabyBaeTbcA
cuHtes PHK, G, — npemitotTuHui nepioa, nia 4ac AKoro BiAbyBaeTbcA cUHTE3 6inkis
MiTOTUYHOro BepeteHa i cmHTe3 PHK, G, - nepioa Tucyacosoro cnokKoto.



ETann nporpaMHoro nikyBaHHsA I'J1

Y nporpaMHOMY NiKyBaHHI 3/109KICHUX
NYXJMH KpPOBOTBOPHOI i nNiMdoiaHoI
TKaHWUHWU BUAINAIOTb eTanu:
1)iHAyKUia peMicil,

2) KOHconigauisa pemicii,
3)niaTpuMytoye NikyBaHHS y

nepioai pewmicil (ansa rr'Jii).




Cxema | nomarky 2: 3arajibHuii aJropuTMm JikyBanus aireii i3 rocrpum gimdpodaacTHum eiikozom 11pONIOBMEHHA JoftaTEa 2

4yT-1
IA-Pred yT-2
IA'-Pred SR/IR Protocol m/M* —-| Protocol Il T
B —
IA-DEXA — HR1 HR2 HR3 | —» Protocol Il = nT
IA-CPM HR o HR1 || HR2 | | HR3 H|  Protocoln |+ nnT | Protocol li — AT
X —» Protocol llp« TMMNT o Protocol il nrT  p Protocol nr

Tynw iHOyKLi:
IA-Pred - gna B-I'MN IR ta HR;
IA’-Pred - ana B-IT1J1 SR 3a pezynstatom MRD 154; v
IA-DEXA - gna T-I'TJ1 Ta rapHoo BiQnoBiank Ha NpegHi3onoH; TrCK
IA-CPM - gnsa T-I'TIJ1 Ta noraHoo BignoBiggr Ha NpenHizonoH;

YT-1 - yvacoea rouka 1 (33-i neun); UT-2 - yacosa rouka 2 (78-ii nens); T - npomizkua nixrpumyroua repanis; [T - nixrpumyroua
Tepanis; TI'CK - Tpancniianranis reMaronoeTHYHHX CTOBOYPOBHX KJIITHH.

SR - rpyna cranaapraoro pusuky; IR - rpyna cepeanwsoro (npomizkaoro pusuky); HR - rpyna Bucokoro pusmuky.

*Inrencundikauisa gikysanusa 3a cxemor "Protocol m" nependadena BHKJIOYHO S NAMICHTIB cTaHaapTHol rpynu pu3suky iz B-1'JL/I;
Jlaa mamicHTIB rpynH cTaHaapTHOro Ta cepeadboro pu3Hky T-I'JLJI ta rpynu cepeanboro pusuky B-I'JLJI npoBoanThesa BianoeiaHo

o exemu Tepanii ""Protocol M".



!

HAKYIO 3d yedey




