I'ocTpa miesioinHa JieikeMis
MKX-10: C92.0, C92.4, C92.5, C93.0, C94.0, C94.2

BusHavyeHHs1 3aXBOPIOBAHHS

l'octpa wmienoigna nedikemiss (I'MJI) - rereporeHHa rpyna NyXJIMHHUX 3aXBOPIOBaHb, SKi
XapaKTEPU3YIOTHCSA TIEPBUHHUM YPKEHHIM MOP(HOIOTIYHO HE3PUTMMHU KPOBOTBOPHUMH (01aCTHUMU)
KJIITHHAMH KICTKOBOT'O MO3KY Ta 1H(IIBTPAIIEI0 eIeMEHTaMHU ITyXJIMHU PI3HUX TKAaHWH 1 OPTaHiB.

Kuainika

Kniniuni mposiBM MOB'S3aHi 13 3aMIIIEHHSM HOPMalIbHOI KPOBOTBOPHOI TKAHWHU ITyXJIMHHUMHU
KIITHHAMHU 3 PO3BUTKOM aHeMii, HEHTpOmeHii, TPOMOOIUTONEHII Ta BIAMOBIIHOI CHUMIITOMATHKH,
iH(DUIBTpaIi€l0 HEKPOBOTBOPHUX oOpraHiB. [[eOrOT 3axBOproBaHHS MOXKe OyTH TOCTpUM, 3
IHTOKCHKAITI€I0, KPOBOTOUYUBICTIO, 1H(PEKIIIHHUMU YCKIAJHCHHSIMH. Y JEIKUX BHITaJIKaxX KIIHIYHI
MIPOSIBH 3aXBOPIOBAHHS HE CIIOCTEPIraroThCs. AJie 4YacTille XapaKTepHUM € BUHUKHEHHS Ha HIKipi
XBOpUX MEeTeXi Ta HEBENMKHX CHHIIIB, CIOHTAHHA KPOBOTOUHMBICTH 31 CIM30BUX OOOJIOHOK (HOCOBI
KpPOBOTEUi, KPOBOTEYI 3 SICEH), a Y )KIHOK PSCHI Ta TpUBaIl MEHCTpyalii. BusHadaeThcst 30UTbIICHHS
Cene3iHKH, MeYiHKH, JTIM(PaTUYHUX BY3IiB (PiAKO), Timepriasis siceH, 00Ji y KiCTKaxX, HEBPOJIOTiuHa
CUMITOMAaTUKa. Y Tmepu(epudHiii KpoBI MOXYTh BH3HAYaTUCh ONacTHI KITHHU. KinbKicTh
JICHKOIMTIB BapirO€ BiJl 3HIIKEHOT 10 3HAYHO ITiIBUIIICHOI.

Knacudgikanis rocrpux mienoignux Jjeiikemiil (FAB-kaacudikanisn)
M 0 - roctpa HeaudepeHIiioBaHa Mi€JIOTIHA JISHKEMIs;

M 1 - roctpa mienoinHa aeiikemiss 6€3 03HaK J103piBaHHS;

M 2 - roctpa mienoinHa jgeiikemis 3 03HaKaMu J03piBaHHS;

M 3 - roctpa nmpomieonuTapHa JIeHKeMis;

M 4 - roctpa Mie€TOMOHOOIACTHA JICHKEMIs;

M 5 - roctpa MoHOOIacTHA JieiikeMis 0€3 03HaK JO3pIBAHHS;

M 6 - roctpa epuTpoinHa eiikemis;

M 7 - roctpa MerakapionuTapHa JelKkemis.

BapiaHT s1eiiko3y B 32/1€KHOCTI Bii KIJILKOCTI JICHKOIMTIB:

1.JIelikeMiuyHHMM, SKUHA XapaKTePU3YIOThCS 3HAUYHUM 30UTBIIEHHAM KUIBKOCTI JICHKOLUTIB, y TOMY
YHCII 1 JICHKO3HUX KIITHH, y TepuepuyHiii KpoBl (I€CATKU 1 COTHI THCSY, 1HOJII 1O MUIbHOHA B 1 MKJI
kpoBi). [e Haityacrima ¢gopma.

2. CybnelikeMiuHUH, IpU SKOMY KUIBKICTb JIEHKOIUTIB JeKUIbKa BHIe HOpMH (15-25 Tucsu B 1 Mkn
KpOBI), aJIe¢ B KPOB1 BU3HAYAIOTHCS MyXJIUHHI KIIITUHH.

3. AjelkeMIYHHMH, NMPH SKOMY KUIBKICTh JIEMKOIUTIB B MeXaX HOPMH, B KpPOBI HE BH3HAYAIOTHCS
nyxJIMHHI K1iTuHY. Lelt Tun cnocrepiraeTses pijiko, ane BiH BUHUKAE 3a3BUYail BXKe Ha PaHHIX eTarax
3aXBOPIOBAHHS. 3 METOIO JIIarHOCTUKHM BUKOPHCTOBYIOTH TPEMaHOOIOMNCII0 Kprila KIIyOoBOi KICTKH a0
MYHKTAT KICTKOBOT'O MO3KY I'PYAHHH.

4. JlefikoneHIYHUH), MPU SKOMY KUIBKICTh JIEWKOLMTIB HUXKYE HOPMH, 1HOII MOXE JOCSATaTH OJHI€T
TUCAYI, aJie MOXKYTh OYTHU SIKICHI 3MIHH, 3yMOBJI€HI MTOSIBOIO JIGUKO3HUX KJIITHH.

5.Hopmonetikemiayauit



JiarHocTu4yHa mporpama

1. anami3z mnepudepuuHoi KpoBi (BU3HAYEHHS PIBHSA TIeMOINO0iHY, KUIBKOCTI E€pUTPOLMTIB,
JeUKOUUTIB, TPOMOOIHTIB, opmynu Kposi, LIIOE);

2. OloxiMi4HE JOCHTIDKEHHS KpOBI (BU3HAUEHHS PIiBHS 3arajlbHOro OUIKy, OuTipyOiHy 1 #Oro
¢bpakuiii, KpeaTHHiIHY, CCYOBUHH, TPaHCAMiHa3, JTAKTATACT1IPOreHas3 );

3. KICTKOBO-MO3KOBA MYHKIIiS 3 MAPaXyHKOM MIEJIOTPaMH;

4, muTOXIMIUYHE JOCHDKCHHs KIITMH KpoBI 1/a00  KICTKOBOro MO3Ky (peakiii Ha
MI€EJIOTIEPOKCH a3y, XJIopaleTaT ecTepasy, HecrenudiuyHay ecTepasy, IJIIKOTeH), Ta T1CTOJIoTiuHe
JOCITIJKEHHS KICTKOBOTO MO3KY;

5. imyHO(eHOTHUITYyBaHHS KIITHH KICTKOBOIO MO3Ky Ta mnepudepruuHoi KpoBi 3a IOIOMOIOIO

MOHOKJIOHAJIBHHAX aHTHUTIII,

UTOT€HETHYHE JOCIIKEHHS KIITHH KiICTKOBOT'O MO3KY Ta nepuepuyHoi KPOBi;

tunyBadHs 32 HLA (ko xBopuid Moke OyTH KaHAMIATOM ISl alIOTPaHCIUIAHTAIliT),
3araJlbHO-KJIIHIYHE Ta [IUTOJIOT1YHE JOCIIKEHHS CITMHHOMO3KOBOI PIJIMHU 32 MOKa3aMH;
KoaryJyuorpama;

10. peHTreHoI0rIYHEe AOCIIHKCHHS 32 ITOKa3aMu;

11. yapTpa3ByKOBE JOCIHIIKEHHSI OpPTaHiB Malloro Ta3y, YE€PEeBHOI MOPONKHHHH, 3a0YEPEBUHHOTO

POCTOPY.

PexomengoBani (6a:kani) qocsigxeHHst

1. MonekynsipHO-0i0JIOTIYHE JOCIIIKEHHS KIIITHH KiCTKOBOTO MO3KY Ta HepupepuyHOi KpoBi 3

Bu3HaueHHsM TpanckpunTiB AML1/ETO, CBF 6era/MYHI11, PML/RAR ansda.

JliarHo3 roctpoi Mi€n0iqHOT JIelKeMil BCTaHOBIIOETHCS IIPU BU3HAYEHHI B acmipaTi KICTKOBOTO MO3KY
(B okpemux Bunaakax y mnepudepuuHidi kposi) 20 Ta Oinblie BiICOTKIB ONACTHUX KIITHH.
MiniManpbHUMH AlarHOCTUYHUMHU KpuTepisimu ['MJl € HasgBHICTH y ONAaCTHHX KIITHMHAX MaInvoK
Ayepa, MO3UTHBHOI peakilii Ha MieJONEPOKCHIa3y, BHUCOKOI aKTHBHOCTI XJIOpalerarecrepa3d Ta
HecnenugiyHoi ectepazu. IIpu iMyHOpEeHOTUITyBaHHI Ha IMOBEPXHI CyOCTpaTHUX KIITHUH MOBHUHHO
BU3HAUATUCh 2 YW OUIbLlE MIENOITHUX MapKepH Ta MeHIIe, HDK 2 mim¢oinHux mapkepu. JliarHos
roctpoi HenimM¢poOIacTHOI JelkeMil 3 MiHIMaJIbHUMHU O3HakaMu audepenuiroBanHs (MO) 1 roctpoi
MerakapiobnactHoi jeiikemii (M7) BCTaHOBIIOETbCSA NP BU3HAYEHH] Y OJaCTHUX KIITHHAX eKcrpecii
cneun(iyHUX JUISI LUX BapiaHTIB 3aXBOPIOBaHHS aHTUreHiB. JIOLIIbHO BHKOPHCTOBYBAaTH SK
LUTOXIMIYHE TaK i iIMyHO()EHOTUIIOBE AOCIIKEHHS /1151 YTOUHEHHS BapiaHTY 3aXBOPIOBAHHS.

JlikyBaHHs
JlikyBaHHST TOCTpOi MI€NOiTHOT JeHKeMil CKiIajaeTbes 13 IHAYKIID pemicii, KOHCOigalii,
MIATPUMYIOUOI Teparlii 1 B ASSIKUX BUIMAJIKaX - MPO(UIaKTUKN HEWpoJeHKeMii.



XpoHiyHa Mi€JI0IIHA e KeMist
MKX-10: C 92.1

BusHavyeHHs1 3aXBOPIOBAHHS

XponiuHa MienoinHa seiikeMis (XMJI) - kiioHanbHE 3aXBOPIOBaHHS 3 XapaKTEPHOK Mpotidepariiero
IPaHyJOIHUTAPHOTO MAapOCTKa KPOBOTBOPHOI CHCTeMH, sike B 95% BUNAAKIB XapaKTEepPHU3YETHCS
HasBHICTIO CIIeNM(IYHOrO MUTOTeHETHUYHOTO Mapkepa - Dinagenbdiiicekoi xpomocomu (Ph+). Taka
aHoMaJisi opMyeThCS B pe3yabTaTi PEHUIPOKHOI TpaHCIOKAIil Mik 9 Ta 22 XpOMOCOMaMHU B OJIHIH 3
AinsiHOK reHy ber-abl.

[Tepebir XMJI - Tpudasnuii. HaiiGinpm noBrorpuBaia i 10oOposiKicHA IMpH aJEKBATHOMY
JmiKyBaHHI XpoHi4Ha (aza. 3 yacoM 3aXBOPIOBAHHS TEPEXOIUTh B a3y akceiepallii, KoTpa MOXe
TpanchopmyBaTucs B ¢asy 07acTHOI Kpu3u ab0 MOBEPTATHUCS y XPOHIUHY, T.3. BTOPUHHY XPOHIUHY
¢dazy. Buxin 3 xponiunoi ¢gazu XMJI cBiIUNTh NpO SIKICHO HOBHH €Tall B 3aXBOPIOBaHHI, SIKH Ba)KKO
KOHTPOJIIOETHCSI CYJaCHUMH TiaxonamMu 1o Tepamii. binsg 50% BumnaakiB nepexosaTs 0e31mocepeHbo 3
XPOHIYHOT (azu J10 6JACTHOT KPU3H.

Kuainika

VY 30% mamieHTiB CKaprd BiJICYTHI B3arajii, B IHIIMX TNPUCYTHS 3arajibHa ClIa0icTh, IiJBUIICHA
BTOMJIIOBAHICTh, COHJIMBICTh, BTpaTa BarW Tijla, BiAYYTTS HAmOBHEHHA >KuBoTa. llpm ormsami y
OUIBIIOCTI XBOPUX BI3HAYAETHCS OMIAICTh LIKIPU Ta CIU30BUX, 301IbIIEHHS PO3MIpIB MeuiHkH, ¥ 75%
BUIAJIKIB - CIUIEHOMeraiis. MoXIMBUII PO3BUTOK KPOBOTOUMBOCTI, 1H(GAPKTY CENE31HKH, Mpiami3my.
Hesnaune 361nbeHHs TiM()aTUYHUX BY3IiB BUSBIISETHCS BKPA PiAKO.

JiarnocTu4yHa mporpama

1. Amnani3 KpoBi: BUSIBIS€TbCS BUpasHuil neiikonuto3 (>25 I'/n, wacto 100-300 I'/n 1 Ginbie),
YKCIIO TPOMOOIUTIB B HOpMI a0 miaBHIeHe. Ha mi3HIX cTauigx BUSABISETHCS PI3HOTO CTYIEHS
aHemis. Y TremorpamMi - NpPEBaJIOIOTh HE3pLIl TPaHYIOUUTH (IIPOMIEJOLUTH, MIEIOLUTH),
6a3o¢inu, eo3uHOM 1IN, IHKOIM OJACTHI KIITUHHU.

2. CrepHaJbHUI MyHKTAT: TNEPKIITUHHUHN 32 paXyHOK rinepruiasii Mi€JIOiAHOTO MapocTKy (Ipu
XpoHiuHii da3i 6mactiB <10%, npu ¢a3i akcenepauii >10%, npu GnacTtHii kpusi >20%.

3. lluroxiMiyHe JOCHIJDKEHHSA: HEOOXiJHE i TNpOBeJeHHS Au(epeHIiabHOT A1arHOCTHKH
OnacTHUX KIITUH Ha eTami OJacTHOI Kpu3H, sika B 75% e mienoigHoro tumy i1 B 25% -
miMdoinHoro, a TakKoX JJIS BHU3HAUCHHS T[MOKa3HWKA AaKTUBHOCTI JykHOi (ocdarazu
HEHUTpOo(1IIB (P13KO 3HIKEHUI).

4. TpemnaHat KICTKOBOTO MO3KY: ITPOBEICHHSI IIbOTO JIOCTIPKEHHS € HEOOX1AHUM JIsl BU3HAYCHHS
HasiBHOCT1 (10p03y KICTKOBOI'O MO3KY.

5. lluroreHeTnyHe MOCHIHKEHHS KpPOBI Ta KICTKOBOTO MO3KY: IMPOBOJAMUTHCS JUIS BUSBICHHS
TpaHcnokatii t(9; 22) abo gomatkoBux mopymieHb B Kapiotumi (10%). YV >80% mnarieHTiB
HasiBHa Ph-mozutuBHa Xxpomocoma. binst 8% mallieHTiB 3 THMOBUMHU KIIHIYHUMH O3HAKaMU HE
MaroTh Dinanenbdiiicbkoi XpoMocoMu, TOOTO BOHM € Ph-HeraTWBHHMMH, MOJOBHHA 3 SKHX
MaroTh TiOpuaauii ber-abl - ren. YV ¢asi akceneparii, sk mpaBwio B 50-80% Bumamakis,
3'SIBISIOTHCS. HOBI IIMTOTEHETWYHI aHomauii. MienoinHa OnacTHa Kpu3a acoIIOEThCA 3
nojaTkoBoro komiero Pinanenboiiicbkoi xpomocomu +8 Ta 1(17q), a mimdoigHa 6macTHa Kpu3a
3 aHOMAJII€I0 XPOMOCOMH 7.



6. FISH-anami3z nmpoBOAUTHCS y BUIIAJIKY HEMOXJIMBOCTI BUKOHAHHS PYTUHHOI IIUTOTEHETUKH Ta
BUSIBJICHHS 1HIINX MOPYIIEHb B KAPiOTHIII.

7. MonekynsapHO-TEHETUYHE JOCHIDKEHHS: TMPOBOAUTHCS MeTogoM sikicHoi (Q-PCR) Ta
KuTbKicHOT momiMepas3Hoi peakiii (RQ-PCR) mis Bu3HaueHHsS HasBHOCTI TpaHCKpuITiB ber-abl
Ta iX piBHS.

8. MyraniiiHuii aHaji3: MPOBOAUTHLCS MIPH BiJICYTHOCTI BIJIMOBI/II HA JTIKYBaHHS.

JIikyBajibHa mporpamMa
Jlikyeannsa xpouniunoi gpazu XMJ1

[Tpenaparamu neproi JiHil y JiKyBaHHI Brepiue aiarnocroBaHoi XMJI € imatuni0 y no3i 400
MI Ha 100y per 0S. IMaTtuHiO mpU3HAYAETHCA MOCTIMHO 0 TOTO Yacy, MOKH XBOPHU € UYTIUBUM JI0
npemapaTty (pO3BHTOK pedpakTepHOCTi, CyOOomTHMalbHA BiANOBiAB). IMaTWHIO € MpeacTaBHUKOM
tapreTHoi Tepamii 1 96% xBopux Ha XMJI oTpuMyI0oTs IOBHY remarosoriyny Bignosias (I1II'B), 87% -
BEIMKY nutoreHetuuny Bignosiab (BLB), 76% - moBHy nurtorenetnuny siamosias (I1LB), 50% -
BEJIMKY MOJIEKYJSipHY BianoBias (BMB) y Bunanky npusHaueHHs npenapary B Heplriil niHii Teparii.

[Tpu po3BUTKY HEUYTJIUBOCTI A0 iMaTUHIOY B 1031 400 Mr Ha 100y HEOOXITHO MIABUILUTHU A03Y
1o 600 a6o 800 mr Ha n00y. [Ipu BigcyTHOCTI ehekTy MOKe PO3TISAATHCS MUTAHHS PO MIPU3HAUYCHHS
na3aTuHiOy, HITOTHHIOY a0 1HIIKX MpenapariB

Iarepdepon-anmpda: y mo3i 3 muma OJ] Tpudi Ha THXKIEHb [O3BOJSE KOHTPOJIOBATH
reMaroJioriuHi mapamerpu y 75% marientiB 1 Bukiukae y 10-15% - TIIB, y 15-30% - BIIB. fk
MPaBWIO JIIKYBaHHS iHTEp(QEpOHAMH aCOIIOETHCS 3 JIOBIIMM YacoM JO PO3BUTKY Mporpecii Ta
O1IBIIOI0 BHXKHUBAHICTIO.

AnoreHHa TtpaHcruianTanisi ctoBOypoBux remomnoetnunux KimtuH (ATCI'K): 3aiiicHenHs
TpaHCIUIaHTAIlli BiJ CMOJIIHTa € TIepeBaroro I NarlieHTiB Mojoamux 3a 50 pokis, ski Brpatuiau BIIB.
CwmeptHicth y 20% mnanienTiB. Hailikpami pesynbratu y XxBopux MosoAmux 3a 30 pokiB, SIKUM
IIPOBOJIMIIACS TPAHCIIJIAHTALlIS B XPOHIUHIHM (a3l BIPOIOBK MEPIIOr0 POKY 3aXBOPIOBAHHS.

Jlikysaunsa ¢pazu axcenepauii ma ¢azu 6a1acmuoi Kpusu

[TamieHTam 3 mporpeciero 3aXBOPrOBaHHS Ha IMAaTHHIOl MiBUINYIOTH 103y 10 600-800 mr Ha
no0y 1 37% nocsaratote [II'B 1 19% IILIB. IlamieHTiB, ski MarOTh JOHOpPA, HANpPABIAIOTH Ha
TpaHCIUIaHTallito. Y naiieHTiB y (a3l 6macTHoi kpu3H Ha iMaTuHiO1 Buxia B [1I'B ctanoButs 25%, ane
3 KOPOTKHMM Tepio oM BkuBaHHS. [Ipn HEoOX1IHOCTI MPU3HAYAETHCS MOMIXIMIOTEpallis 3aJIeXKHO Bij
TUy 6JacTHOT Kpu3u (MienoigHa abo aimMdoinHa).

[TamieHTaM 1O MOJJIMBOCTI MpHU3HAYAIOTh MpemapaTtd 2-ro  MOKOJIHHS  1HTi0ITOpiB
TUPO3UHKIHA3 00 HAIIPABISAIOTH HA TPAHCIUIAHTALIIO.

Peunaus nicns TpaHcmiiaHTalii Moxe OyTH YCIIIIHO JIIKOBAaHUM IMaTHHIOOM, /1a3aTHHIOOM.
KonTpois crany xBoporo
XBopuii Ha XMJI noBuHeH nepeGyBaTu MiJ IMCIAHCEPHUM HArjsoM I'€éMaTroJiora yIpoJIOBX BCbOIO
KHUTTSL.



I'ocTpa gimdoodaacTHa JekeMin

MKX-10: C91.0, C91.5

BusHaueHHs1 3aXBOPIOBaHHS

Foctpi nmimdobmactai neiikemii (I'JUJI) - me myxiauHHE 3aXBOPIOBAHHA, SIKE XapaKTEPU3YEThCS
NEPBUHHUM YPOKEHHSAM MOP(OJIOTIYHO HE3pUIMMU KPOBOTBOPHUMH (OJACTHUMH) KIIITHHAMHU
KICTKOBOT'O MO3KY Ta 1H(IIBTpaIi€r0 eJIeMEHTaMH yXJIMHU PI3HUX TKaHUH 1 OPTaHiB.

Kuainika

Kiiniuai mposiBM TOB'SI3aHI 3 3aMIIICHHSAM HOPMaJIbHOI KPOBOTBOPHOI TKAaHWHU MYXJIHHHUMH
KJIITHHAMH 3 PO3BUTKOM aHeMii, HEUTpOmeHii, TpoMOOouMTONeHii, 1HQIIBTPAIEI0 TYyXJIMHHUMHA
KIITHHAMU HEKPOBOTBOPHHUX OprafiB. JleOIOT 3aXBOpIOBaHHS MOXE OYTH TOCTpPHUM 31 3HAYHUM
MiABUILIEHHSIM TEMIEpaTypH Tijia, Pi3KOIO ClIadicTiO, IHTOKCHUKAIIEI0, KPOBOTOUMBICTIO, 1H(PEKIIHTHIMHA
yCKJIaAHEHHsAMHU. YacTo XapaKTepHUM € BHHUKHEHHS Ha IIKipi XBOPHX TETEXiaJlbHOI reMOparigyHoi
BUCUIIKM Ta HEBEJIMKUX CHHIIB, CIOHTAaHHA KPOBOTOYMBICTH 13 CIM30BHX OOOJIOHOK (HOCOBI
KpPOBOTEUi, KPOBOTEYI 3 5ICEH), @ y JKIHOK PSCHI Ta TPUBAJII MEHCTpyalii. 3Ha4Hi KPOBOTEUI MOXKYTh
BUHUKATH MICIS TOH3UJIEKTOMII, eKCTpaKiii 3y0iB. CIIOCTEPIra€ThCsi 30UIBIICHHS CeNe31HKH, MEeYiHKHU,
miMmpaTHYHUX BY3JIB, Timepruiazis siceH, O00Jli B KICTKaX, HEBPOJOriyHa CHUMIOTOMAaTHKa. Y
nepudepruyHiii KpoBI MOXKYTh BHU3HAUaTUCh OnacTHI KMTUHU. KiNbKICTh JEHKOIUTIB Bapiloe Bij
3HIDKEHO] 10 3Ha4YHO I1IBUIIEHOI.

Huronoriuna kaacudikaunis ['JIJI (3a FAB-kaacudgikaniero)

L1 - wmam mgimM¢oObmacTd 3 BHCOKHM SACPHO-IMTOILIA3MATHYHUM CITIIBBITHOUICHHSM, 3 SAPOM
NpaBWIBHOI GopMH (IHKOIHM PO3LICTIIICHHM), IO Mae 1-2 HewiTKO Bi3yanmi3oBaHi Hykieonu abo 6e3
HUX;

L2 - Benuki rereporeHHi aimMQoOsacTy 3 OUIBLIOI KIABKICTIO OJiJ0i HMUTOMIa3MH, HENpaBHIbHOI
dbopMu sapoM (IHKOIHU PO3IICTICHUM ), III0 MA€E YITKO Bi3yalli30BaHi JEKUTbKA HYKJIEOT,

L3 - Benuki aimdobiactu (sx npu giMdomi bepkita) 3 simpoM HenpaBuibHOI hopmu (Y BUIIIAI Koja
Y OBaJly), BEJIMKOIO BHUPA3HOI HYKJIEOJOK (OaHiI€I0 abo JBOMA), IMIMPOKOK 0a30(uUIbHOI 1
BaKYOJI1130BaHOIO [IUTOIIIA3MOIO.

Imynonoriuna knacugikauis I'JIJI

* B-xmituana ['JUT:

- mpe-npe-B (panus npe-B);

- common (3araisHa B);

- npe-B;

- no3pina B.

* T-xmituana [JIJT:

- npe-tipe-T;

- npe-T;

- KopTuKanbHa T;

- mo3pina T.

* bipenoruniuna ['JIJI (3 ekcrpeciero T- 1 B-kITiTHHHUX MapkepiB).
* T'iopunna (abepantna) ['JIJI (3 excripeciero Mi€JI0iTHUX MapKepiB).
* 3mimano-kiaituaHa [JL



* Hi-T ni-B I'JIJI (3 HegudepeniiioBanux 1iMGOITHUX KITITHH-TIONIEPEIHUIIb).

JiarHocTHYHA mporpama
1. Amnaniz nepudepuyHoi KpoBi (BH3HAUEHHS pIBHSA T'€MOTJI00iIHY, KUIBKOCTI EpUTPOIMTIB,
JeUKOUUTIB, TPOMOOIHTIB, opmyiu Kposi, LIIOE).
2. bioximivHi IOCHiDKEHHS KpOBI (BHU3HAYCHHsI PIBHS 3arajbHOro OUIKy, OuTipyOiHy 1 ¥oro
(dpaxiiii, KpeaTHHIHY, CCYOBUHH, TPaHCAMiHA3, JAKTATIACT1IPOTCHA3H ).
3. Bwusnauenns enektpomitHOro ckiany kposi (K, Na, Cl).

&

KicTkoBO-M03KOBa IMyHKIIIS 3 MiIpaXyHKOM MI€JIOTPaMHU.

5. [uroximiuyHe mocHi/pKeHHs (peakimii Ha MIENONEepOKCHaa3y, XJopalerar —ecTepasy,
HecnenudiyHy ecTepasy, IIIKOTEH) Ta 3a MOKa3aMH TiCTOJIOTIYHE JTOCIIIKEHHS KiCTKOBOTO
MO3KY.

6. IMyHOhEHOTHIYBaHHS KIITHH KICTKOBOI'O MO3KYy Ta INepu(eprudHOi KpPOBiI 3a JIOMOMOIOIO

MOHOKJIOHQJIbHUX aHTHUTLI.

[{uToreHeTHYHE AOCIIKEHHS KIITHH KICTKOBOT'O MO3KY Ta epu(epruyHoi KpoBi.

3aragpHO-KJIIHIYHE Ta [IUTOJIOTIYHE JOCIIHKEHHS CTUHHO-MO3KOBOI PiMHHU.

Koarynorpama.

© o N

10. PeHTrenonoridyae AOCHIIPKEHHS OpPraHiB IPyAHOI KIIITHHH.
11. VpTpa3ByKoBe JOCIHIIKCHHS OpPTaHiB Majoro Tasza, YepeBHOI MOPOKHUHH, 320YCPEBUHHOTO
IPOCTOPY.
Pexomenoosani (0asxccani) 00cnioxncenns
1. 3a MOXIHMBOCTI MOJEKYJISAPHO-O010JIOTIYHE JIOCHIIKEHHSI KIITHH KICTKOBOTO MO3KY Ta
nepudepruyHoi KpoBi 3 BuszHadeHHsAM TpaHckpunty BCR/ABL, peapamxyBanns TCR
anbda/bera abo raMma JienbTa, F'eHiB BaXKKUX Ta JETKHUX JIAHLIOT1B Ig.

HiarHo3 roctpoi niMpobdracTHOI selkeMii BCTaHOBIIOETHCS NpPU BHM3HAYEHHI B acmipaTi
KICTKOBOT'O MO3KY (B psiil BUNaAKiB y nepudepuuHiii kposi) 20 1 Ouible BiICOTKIB OJACTHUX KJIITHH.
MiHIMalbHUMH 1aTHOCTUYHUMHU KPUTEPISIMU rocTpoi J1iMPoOIacTHOT JIeHKeMii € HeraTuBHa peakiiis
Ha MIEJONEPOKCHIa3y Ta HecnenudiuHy ecrtepady, mos3utuBHa peakiis kmituH Ha TdT. Ilpm
IMyHO()EHOTUITYBaHHI Ha TOBEpPXHI CYOCTpaTHMX KJITHH IMOBMHHO BH3HAa4aTUCh 2 YW OuIbLIE
TMQOITHUX MapKepu Ta MeEHIIe, HDK 2 MIeJOIAHUX Mapkepu. J[oLiabHO BUKOPHCTOBYBATH SIK
LIUTOXIMIYHE TaK 1 IMyHO(EHOTUIIOBE JOCIIJKEHHS JJIs1 YTOUYHEHHS BapiaHTy 3aXBOPIOBAHHS.

JlikyBasibHa nmporpama

JlikyBaHHSI XBOpPHUX MOBUHHO NMPOBOJUTHUCH y CHEIiali30BaHUX I'€MaTOJIOTIYHUX 3aKJajax - 00JacHuM
(MicpKHiT) TeMaToNIOTiYHUI KaOiHeT, 00JIacCHe reMaToJIOTIYHE BIAUICHHS a00 reMaToJIoTiyHa KITIHIKa
HayKOBO-IOCIIIHUX YCTaHOB.

JlikyBanHst rTocTpoi niMdobiacTHOI JeiikeMii CKIagaeTbes 13 IHAYKIIT peMicii, KOHcomigaii,
HiATPUMYIOUOI Tepartii, IpoQiIakTUKK Helposekemii.

IHlokazanna 0o cmayionapuo2o 1iKy8anus

1. Baxkuii 3aragbHMii CTaH XBOpPOro, LIO0 BUMAara€ TpaHCPy3ii KOHLEHTpATy TPOMOOIHUTIB,
napeHTepaIbHOI aHTHIH(EKLIHOT TeparTii.

2. [IpoBenenHs Kypcy nojixiMioreparii, IHTEHCUBHOI XiMiOoTepanii.

3. TpaHcruanTalist CTOBOYpOBHUX FéMOMOETUYHHUX KIITHH KPOBI.



XponiuHa JimMdoigHa Jeinkemist

MKX-10: C91.1

BusHaueHHs1 3aXBOPIOBaHHSA

Xponiuna mimdoinaa nerikemist (XJLT) - ingonenTHa aimdoinHa myxiauHa B-KIITHHHOTO TOXOKEHHS,
npu sKiii BigOyBaeThcsl 370sKiCHA mpodidepariss mManux, Mopdoorivno 3pinux B-mimdoruris 3
TEH/ICHIIEIO JI0 1X HAKOMMYEHHS B KICTKOBOMY MO3KY, Mepu(epruuHiid KpoBi Ta TiM(OIAHUX OopraHax.
XJUI € nefikeMiYHMM aHAJIOTOM HETOJKKIHCHKOT JTiM(DOMHU 3 MaJTUX JTIM(OITUTIB.

Kuinika

VY 25% xBopux 3aXBOpIOBaHHSA Nepedirae 6€3CUMITOMHO 1 BUSBIISIETbCS BUIIAIKOBO IIi/1 Yac OISy Yd
na00opaTOpHUX  JIOCTI/KEHb, KOJM 3HAaXOAATh CHCTeMHY JiMdaneHonaTiro 4u abCONIOTHUM
TMQPOLIUTO3 y 3araJbHOMY aHami3li KpoBi. Y pa3i pO3BUTKY KIIHIYHUX MPOSBIB XBOPI MOXKYTh
CKapXUTHCS Ha 3arajbHe HEe3AY)KaHHS, IIBUAKY BTOMIIIOBAHICTh, aHEMiIUHI CUMITOMH (CEpUEOUTTS,
3aJMIIKa, 3allaMOpPOYCHHS, I[IYM Yy ByXaxX TOIIO), 4YacTi iH(EKIiHI MpouecHu BipycHOI UM
OaktepianpHOI TpUpoAM. 3HAYHO pimme, HOK npu JiMpomax, y xBopux Ha XJIJI MOxyTh
criocTepiraTuch (Yacrile mpu TpOorpecyBaHHI uu TpaHcdopmaiii 3aXxBOPIOBAHHS) CHUCTEMHI
iHTOKCHKaIiiHI (B-) cumnTomMu: HEBMOTHBOBaHa rapsuka, mpody3He HiTHIHHS, Mporpecyroya BTpara
Baru. Haiuactimumu kimiHivauME nposiBamu XJIJI € cucreMHe 30UIbIICHHS, HEPIJIKO CUMETPUYHE,
nepudepruyHux TiM(paTUIHUX BY3JiB, YACOM - Y BHUIJIS/II KOHTJIOMEPATiB TICTONMOAI0HOT KOHCUCTEHIII].
B dacTuHi BHIAJKIB CHOCTEPIra€ThCsl 30UIBIICHHS CEJIC3IHKH +- MEYiHKU PI3HOTO CTyIeHs. Moxke
crioctepiraTuch  rimeprpodis  MHTOATWKIB  KuUlblls ~ Bampaeepa,  pimko - 30LIbIICHHS
iHTpaabaoMiHANBHUX JTIMGOBY3JiB. 3 TPOTPECYBaHHSAM 3aXBOPIOBAaHHA B pa3i PO3BHUTKY aHeMii
BiIMIYa€eThcs OMIAICTh M CYOIKTEpUYHICTh (IIPH TEMOJII31) IIKIpHM Ta CIM30BUX, 3HAYHO piAIIE -
reMopariyHi NposiBY sSIK HACI10K TPOMOOIMTONEHIT (TeTexii, eKkXiMO3U, KPOBOTOUHMBICTH CIIM30BUX).
Hiarnoctuka XJIJI 6a3yeTbes, Hacamrepe]l, Ha BUKOHAHHI Ta JJOCIIJDKEHHI 3arajlbHOro aHaji3y KpoBi,
Jie BUSBISIOTH BIAHOCHUN Ta aOCOMIOTHUHM JTIM(OLUTO3 3 MEPEeBaKaHHIM MalluX, MOP(OIOTIYHO
3piIHX JIMGOLUTIB Y Ma3Ky nepudepuyHoi KpoBi.

Kainiuni cragii XJIJI.

1. IlouatkoBa cranisd. HaiiuacTimie BHHMKae Oe3CMMNTOMHO. BUsBIEHHS 3aXBOPIOBAHHS HOCHUTH
BUIIaJIKOBUI XapakTep, 4acTille LI0J0 3MiH Yy 3arajlbHOMY aHaji3l KpoBl. MoxyTh OyTH cKapru
Hecneun(pIYHOro XapakTepy: 3arajbHa CJa0KiCTh, MITIMBICTb, CTOMJIIOBAHICTb, 3HUKEHHS
npane3gaTHocTi. MoxiuBe 301IbIIEHHS OJJHOTO JIiM(poBY3J1a a00 rpynu JiMQOBY3IiB - TIMPOBY3IH
0e300J1iCHI, €TacTH4H1, pyXOoMi, He CIasiHi MiXK co0010. 301IbIIIEHHS IEYiHKHU Ta cele31HKH Hemae. B
reMorpami: yacrime JeidkornuTo3 nomipauii (20-40 BepecHs Ha 1), 3a paxyHOK HiMdoruTiB (40-
50%), mpu oMy abcomroTHUN JiMponuTo3 moBuHeH OyTh He MeHme 5 Ha 10 9 / m. ¥V kpoBi
3'SIBISIIOTHCSL KIIITUHU Jieiikoiniza, TiHi boTkina-I'ymmpexTta. Y KiCTKOBOMY MO3KY - JTiMGOIAHMIMA
napoctok ckianae He MeHIe 30% (30-40%) kniTHH, B1I3HAYAETHCS JI€Ke 3BY)KEHHS €pUTPOITHOTO
1 MerakapiomiTapHoro nmapoctkis. [logaTkoBa cTajis Mo)ke TpUBaTH BiJ 2 A0 8 1 OLIbIIE POKIB.

2. Posropuyra cragis XJIJI. BigOyBaeThcs momainblle MyXJIHHHHNA picT, JiMdoigHa mpostidepartis.
3'IBNAETbCA  YACTO TIeHepali3oBaHa JIIM(pAJCHOMATIsA, TIeNaTOCIUIEHOMErajis, CXYyJIHEHHS,
CXWJIBbHICTh 10 iHQekIii. B remorpami - HapocTaHHs JiMdouuTapHoro jenkonurosy. CTymiHb
neiikouuTo3y Moxke Oytu pisHoro (Bix 50 x 10 9 / 1 go 800-900 x 10 9 / 1), piako Mae wmicue
JIEMKONIEHNUECKUI BapiaHT. Y PO3rOpHYTY CTajilo B nepudepuyHoi KpoBi JIMGPOLUTH CKIAAAI0Th



60-90%, 3'sBastoThess OUThIN paHHI Qopmu (miMdobnactu, nponiMporiti). YacTo BUABIAETHCS
aHeMis, TpomoOonuroneHis, TiHi boTkiHa-I'ymnpexra. Ilpu noOposikicHii (opMmi KUTBKICTh
JIEMKOLUTIB HApPOCTAE MOBUIBHO 3 JI0JITOCOXPAHSIONIIMCS KpoBeTBOpeHueM. [Ipu myxmuaHO1 hopmi
Ha TJIi TeHepasizoBaHoi TMM(oaJeHONATHH OfHA Tpyma JiMQOBY3JiB MBUIIIC 30UTBIIYETHCS, ale
nerkouuTo3 mpu wid ¢opmi He BHCOKMH. [Ipm KOCTHOMO3roBOi (opMi HEMae BHPAKEHOTO
TiNepIuiacTUHYHOTO CHHAPOMY, alle paHille 3'sBISEThCS BaKKa aHEMist, TPOMOOIIUTOIICHISI, IIIBUJIIIIE
Hapoctae JyiMdoinHa mpodidepaiis B KicTkoBomy Mo3Ky. [Ipu BosocatokmituaHOMYy XJIJI
TIM(POLUTH MAOTh BOJIOCOMOM00HNE BUPOCTH IIUTOIIIA3MH, TPHU I[bOMY BapiaHTi HEeMa€e BHPAKEHOT
nuMdoaeHonaTHH, YacTille CIUICHOMEeTalis, JICHKONEHHnYeCKuid (popmu.

Tepminansaa cramis XJIJI. Hapacare iHTOKCHKaIlis, KaxeKcis. SIK mpaBuiio, pO3BUBAETHCS TSKKA
LUTONCHIS: aHeMis, TPOMOOIMTONCHIs, JieHKoneHis.  XapaKTepHO TMpHETHAHHSA 1H(EKIi.
MoxuBa mosiBa OIAacTHOrO Kpu3y (30UIbIIeHHS KitbKocTi JiM¢poOnactiB Oinbiie 20-30% vy
KICTKOBOMY MO3Ky). Haifuactime XBOpi TMHYTh HE Bij 01aCTHOTO KpHU3Y, a BiJ| IPUEAHAHHS 1HIIUX
OLIIBII TPI3HUX 3aXBOPIOBAHD, SIKI MOXKYTh 3'SIBJISTHUCS 1 B PO3TOPHYTY CTail0 (J1iMpocapkoMu, paku
- yacTime MKipu, OpOHXOreHHUH pakK Ta iH.)

3aranbHONPUITHATORO € Kaacudikanis 3a Rai Ta Binet:

Karacudgpircawis X171 za Rai (1975)

Meaniana
Cranin Xapaxrepmcrmka Mpormoa BLrOXKMBAanocTi,
poxu
o NimcpounTos Gineswe 15.0-10% /n y kposi, CAPUaTIII- Tg:?;:.t:::;y
noHan 40% y KiCTKOBOMY MO3KY Buvia nonynsuil
! Nimpouumros + A0INLLUEHMST nimdposy3nia MNPOMDKHUAA 9

- - S

Nirmpoumros + crnneHomeranin ra/ato
n renaromeranis He3anexHo el abinswerrn APOMIDKHWIA 6
nimparvHHmx Byanie

JMimPpounmToa + BMICT remor NnoBIHyY HuKYe

m 110 r/n HE3ANEXHO BiA 36IALUCHHS “e:‘:;‘sxg" 1.5
MMPETUNHKX BY3Nie Ta opradis B
Jhim@PpoumTos + BmicT TRpOMOOUUTIBE Menwe :
v 100,0 - 10% /n HezanexHo pia 36insuwern nef‘.:s:‘;n 1.5
AMPATUNHKX BY3nia Ta opradis
Kaacughivawia XJIT za Binet (1981)
Meagpiana
Cranin XapaxkrepMCcrmxka BMIKMBAEMOCTI,
pPoxm
Bmict remornobiny suvwge 100 7/n, TpomGouwTis Taka »x , AK y
A Ginswe 100,0 - 10%9%/n, abinbuwerHa nimdarvuuiHux By3niae 3aransini
y 1-2 3aoHax e _ norynauii
Bmicr remornobiny Girswe 100,0 - 109/n, rpombGoumTtie
B rnowan 100,0 - 10%/n, 36inslerHHst nimdha TnaHMx 7
) _|By3nie y 3-x Ta Ginbwe 30Hax ) )
Bmicr remornolivy meriue 100,0- 10%/n, tpomGouunria
C merwe 100,0 - 10%9/n He3anexXHo B KiNLKOGTI 2
36INLWEeHNX 30H -

JiarHocTHYHA mporpama:

No gabkrowbdE

3arajibHUM aHalli3 KpOBi 3 aKIIEHTOM Ha piBE€Hb reMOryIo0iHy Ta KUIbKICTh TPOMOOIUTIB;
PEHTI'€HOJIOTIYHE JOCHIHKEHHS OpPraHiB IPyAHOI KIIITKHU;

KT rpynnoi kiTKu, )kUBOTa, Ta3y (0e3mocepeIHbo Mnepesl MoYaTKOM JIIKYBaHHS);
O10X1MIYHMI aHai3 KPOBi (KpeaTHHiH, cedyoBHuHa, O611ipyOiH, AJIT, ACT 1 in);

piBeHb nakTaraeriaporenasu (JIAI') cuposarkuy;

npoTteiHorpama OUIKIB KpOBI 3 aKLIEHTOM Ha BMICT aJIbOyMiHY;

PIBEHB CEUOBO1 KHCIIOTH B KpOBi (000B's13K0BO TpH rinepieiikonuTo3i uu "bulky disease");



8.  mociimKeHHS Ha MPUCYTHICTH Bipycy renatuty B (B pasi 3acTocyBaHHS pUTYKCUMaOy);

9.  npsmuii rect Kym0ca Ta BMICT peTHKYJIOIUTIB Y KPOBI (3a MiZJ03pH HA TEMOITi3);

10. exoKI (B pa3i 3acrocyBaHHs aHTPALUKIIHIB UM MITOKCAHTPOHY);

11. mwrorenernune/FISH mocmimkeHHs (U1t BUSIBJICHHS XpOMOCOMHUX a0epartiii);

12. uwurtodmyopomeTrpuyHe UM IMyHOTICTOXIMIUHE HOCTiIKeHHs Uit BusHadeHHss CD38 tra ZAP70;
13. MonekynspHO-TEHETHYHE JTOCITIHKEHHS [Tl BCTAHOBJICHHS MyTaniiiHoro crarycy IgVH.

JlikyBajsibHa mporpama
JlikyBanHs xBopux Ha XJIJI MOBHHHO MPOBOAUTHCH y CHEIIaTi30BaHUX YCTAaHOBAX - 00JIaCHE (MICBhKE)
reMaToJIOTiYHe BIJUTUICHHS, JIEHHUH TEeMaTOJIOTIYHUN CTallioHap, TeMaTOJIOTIYHI BiIUICHHS
IHCTUTYTIB.
l'onoBHOIO ocoOnuBicTIO minxomiB a0 JikyBaHHS XJIJI € MOXJIHMBICTD JOTPUMAHHS TaKTUKU
BUYIKYBaHHS Ta crioctepexenns ("waiting & watching'") Ha pannix cramisx (crazgii A i B 3a Binet un
0-1I 3a Rai) y pa3i BiiCyTHOCTI CUMITOMIB Ta LIBUIKOTO NMPOTpeCcyBaHHS 3aXxBopioBaHHA. [Ipu mipomy
CJIiJl BpaXOBYBATH BiK XBOPOI'O Ta KOMILIEKC MPOTHOCTUYHUX YMHHUKIB niepediry XJIJI.
Jlikysanvna npozpama xeopux 3 XJL/I exniouac 6 cebe:

1. Pexum xBOpOTrO.
[{uTocTaTH4Hy Teparito
JlikyBanbHwMiA TiMdonuTodepes
[TpomeHneBy Teparnito
CriieHeKToMiIo
[ TIOKOKOPTHKOCTEPOIIHI TIpenapaTH
JlikyBaHHS 1HGEKUIHHUX YCKIaIHEHb

No ok~ ow

Hokazanna 0o nouamky yumocmamuyunoi mepanii XJII

- HasBHICTb CUCTEMHHUX CHUMITOMIB 0€3 03HaK iH(eKIii (HeBMOTUBOBaHI: rapsuka >-38 rpaa.C >-2
THKHIB, TITIUBICTh >-1 Micsti, BTpaTa Baru >-10% 3a 6 micsmi un ECOG >-2);

- mporpecyrounii JiMdonntos (>50% 3a 2 micaii ado yac moaBOEHHS JTIMEPOIUTO3Y <6 MICSIIIB);

- Iporpecyroya rernaTocrnjieHOMEralis Yu Nporpecyroue 301IbIIeHHs JIMPaTUUYHUX BY3JIIB;

- MacuBHa cIuieHOMerais (>6 cM) uu macuBHa TiMpanenomnaris (>10 cm);

- HasgBHICTb aHeMii Ta/abo0 TPOMOOIMUTONEHII BHACHOK Mporpecyroyoi JiMdoinHoi Meramasii
kictkoBoro Mo3Kky (crazii III-IV 3a Rai uu ctanis C 3a Binet);

- PE3UCTEHTHI 10 KOPTUKOCTEPOIAIB aHeMis Ta/abo TPOMOOLIUTOIEH sl aBTOIMYHHOI'O TeHE3Y.

KonTpois crany xBoporo
[Ticas BUMMCKY 31 CTalloHapy XBOpP1 MOBUHHI 3HAXOAMTHUCH MiJ] JTUCHAHCEPHUM CIIOCTEPEKEHHAM Yy
remarosiora. KOHTposbHI OrJIsSM 3 pO3rOPHEHUM aHAII30M KPOBI - KOXKHI 3 MicsII.



