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1. AkTya/bHIiCTh TeMH:

XpoHiuHI JelkeMil 3aiiMalOTh YLIbHE MiCIE B CTPYKTYpl OHKOJIOTIYHUX 3aXBOPIOBAHb
HaceleHHs YKpaiHu, 30UIBIIYIOUMCH IMIOPIYHO B YCbOMY CBITi. 3aXBOPIOBAHICTh Ha XPOHIYHY
MieNoinHy JielikeMiro nopiBHioe Big 1 mo 2 Ha 100 THc. HacenenHs Ha pik Ta ckiaxae 15-20 %
Bil YCiX BHUIAJAKIB reMoOnacto3iB y mopociuX. CHOCTepiraeThCs HE3HAYHE IPEBATIOBAHHS
HO30JIOTii cepe/l YOJOBIKIB y TMOPIBHSAHHI 3 )KIHKAMU — CIIBBIAHOIICHHS BUIAJKIB AOpiBHIOE 1,7
1o 1,0. Cepenniii Bik XBOopux B YKpaiHi, HAa MOMEHT BCTaHOBJICHHS JIiarHO3Y, CKJIaa€ 43 POKH.

3axBOPIOBAHICTh HAa XPOHIYHY JIMQOITHY JEeWKeMil0 3a PI3HHMH OILIHKAMH CKJIATae y 0cid
BikoM 10 60-TH pokiB — Bim 2,5 mo 4,5 Bumankie Ha 100 THC. o0cCi0 Ha pik, y o0ci0 TOHAJI
60 pokiB — mo 20 BumaakiB Ha 100 THC. 0Ci0 Ha piK, YOJOBIKM XBOPIIOTH YACTIIIE 32 KIHOK Y
cruiBBimHomeHH] 2:1. CrpaBXHS MOJIIHUTEMIS - PiAKICHE 3aXBOPIOBAHHS, K€ BHUHHUKAE MPHOIM3HO
3 Bumaaku Ha | MIH. HaceleHHS y Jroaeld crapmux 60 poOKiB, NMEPEBAKHO YOJOBIKH, IMPOTE
3yCTPIYarOThCS BUMAAKU CITPABXKHBOT MOMIUTEMIT Y MOJIOIUX Jitosen 25-30 pokiB.

[IpoGnema cBo€yacHOI AIArHOCTHKM Ta €(EKTUBHOTO JIIKYBAaHHS XPOHIYHUX JIEHKeMIi,
CIPaBKHBOT MOJIIUTEMIT 3AIUIIAIOTHCS OJHIEI0 3 HAaKTyanbHIIINX MpobsieM oHKkoremaToJorii. Tomy
CTYAEHTH TOBHMHHI BMITH  aJE€KBaTHO OLIHUTH  KIIHIYHY CHUTYyalll0 Ta CHpsIMYyBaTu
JMIarHOCTUYHUN  TpoLec y BIPHOMY HampsMKY, pPO3YMITH NPUHLMIN  HOJIXIMIOTEparii,
3HAYUMICTh  HACJiJKIB  3aXBOPIOBAHHSA,  KPUTHUYHY  B@XJIWUBICTh  MOHITOPHUHTY 1, B
NESKUX BUIAJKaX, JOIUIBHICTh BUKOPHCTAHHS TPAHCIUIAHTAIlli aJOTEeHHUX CTOBOYPOBHX KJIITHH
(anoTCK) six HEoOXiqHOT Tepartil.

2. KonkperHi wiji:

- aHATByBaTH TMONIMPEHICTh XPOHIUYHOI MienoimHoi Ta miMGOigHOT JeiKeMii, CIpaBXKXHbBOI
MOJIIATEMIT,

- BH3HAYUTH €TIOJIOTiIO, MAaTOTeHe3 XPOHIYHOI MieoinHOo1 Ta JiMdoinHOi JeikeMiil, crpaBXKHBOI
MOJIIATEMIT,

- kimacu(ikyBaTH XpOHIYHI JIEHKeMIi, CIIPaBXHIO TMOJIIUTEMIIO0, aHANI3YBAaTH iX THIOBY KJIIHIYHY
KapTUHY;

- CKJIACTH CXEMY J1arHOCTUYHOTO TIOIIYKY, BH3HAYUTH Ta 3allpPOIIOHYBAaTH HEOOXiTHUN 00’eM Ta
MOCITIIOBHICTh METOJIIB OOCTEXEHHS TallieHTa TP TMiI03pl HA XPOHIUHY JIEWKEMII0, CIPaBKHIO
MOJIIIATEMIIO;

- BMITH MPOBOJUTH OOCTEKEHHS XBOPOTO (OMUTYBAHHS, OTJISI, MAJIbIAIlis, IEPKYCIs, ayCKYyIbTallis) i
OOTpYHTYBATH IOIEPEAHIN /11arHO3;

- CKJIACTH IIJIaH JI0JIATKOBOTO OOCTEKEHHS XBOPOTO MPH IMIJ03p1 HA XPOHIUHY Mi€I0inHY Ta JiMpoinHy
JIeHKeMii, CIPaBXHIO MOJIIIUTEMIIO;

- OOIpYHTOBYBATH 3aCTOCYBAaHHSI OCHOBHHMX 1HBA3UBHHX Ta HEIHBA3WBHUX J1arHOCTHYHUX METOJIB, 110
3aCTOCOBYIOTHCS MPU OOCTEKEHI MAIlIEHTIB 3 XPOHIYHUMH JICHKEMISIMHU, CIIPABXHBOIO MOIIIUTEMIEIO
MOKa3aHHs 1 IPOTUIIOKA3aHHS IS 1X MPOBEICHHS Ta MOYKJIUB1 YCKJIaTHEHHS;

- TPaKTyBaTH OTPUMAaHI pe3yNbTaTh JOJATKOBUX METOMIIB JTOCIIHKEHHS — 3aralIbHOKIIIHIYHOTO aHaNIi3y
KpOBi, OIOXIMIYHOTO aHaji3y KpOBi, Mi€Jorpamu, IUTOXIMIYHOTO MOCTIKEHHS KIITHH KpOBi 1/a60
KICTKOBOTO MO3KY, IMyHO(EHOTUITYBaHHSI KIITUH KICTKOBOT'O MO3KY Ta nepudepruyHoi KpoBi Ta iH.;

- MpoBecTU AuQepeHIlialIbHy 11arHOCTUKY 1 OOIPYHTYBATH KIIIHIYHUN J1arHO3;

- 3HATH NPUHLUOU JIKyBaHHs, peaduritaiii, mpodiTakKTUKH XPOHIYHOI MienoigHoi Ta miMpoigHoi
neiikeMii, CpaBKHBOT MOMIIUTEMI],

- OLIIHUTH MPOTHO3 Ta Mpale3laTHICTh MPU XPOHIYHUX JEUKEMIAX, CIPABXKHIM MOIIUTEMIT;

- JIEMOHCTPYBaTH BOJIOAIHHS MOPAIbHO-ICOHTONOTTYHUMH TPUHLIMIAMH MEAUYHOrO (haxiBIs Ta
npuHIUIamMu GpaxoBoi cyOopauHaIlii.

3. ba3oBi 3HaHHS, BMiHHS, HABUYKH, HEOOXIi/IHi 1151 BUBYCHHS TeMHU (MIKIMCHMILIIHAPHA
iHTerpauis)

Ha3zBu nomnepenix OTpumaHi HaBUYKH
JMCLUILTIH
1. Anaromist OmnucyBaTu CTPYKTYPHI 0COOIMBOCTI KPOBOTBOPHOI CHCTEMHU




2. Hopmansna ¢iziosoris

XapakTepu3yBaTH OCHOBHI €Talmyd TeMOIOoe3y; pO3Mi3HaBaTh NpHU
MIKpPOCKOMIi Ma3ka KpoBI (POPMEHHI €JIEMEHTH TPaHyIOLUTAPHOTO
psay, NiMGOIHUTAPHOTO, MOHOLIMTAPHOTO 1 €PUTPOIIMTAPHOTO PAIIB;
ONMHCYBATH HOPMAJbHUM KUIBKICHMM Ta SKICHUH CKJIaJg KpOBI.
OninroBatu (QyHKIIOHATBHI 0COOIMBOCTI KPOBOTBOPHOI CUCTEMH

3. bioximia

Bonoaitu 6ioxiMivHUMU Ta (HI3UKO-XIMIYHUMU BIACTHBOCTSIMHU KPOBi

4. TTaTosioriyHa aHATOMIA

PosnizHaBatu mpu MiKpocKomii Ma3ka KpoBi 3MiHeHi (opMeHHi
CIIEMEHTH IPaHyJIOIUTAPHOTO psny, aiMponTapHoroO,
MOHOIIUTAPHOTO, EPUTPOLUTAPHOTO PAMIB 1 BU3HAYATH TIPU SIKIH
1aTOJIOTIi I1i 3MiHM MOKYTh OYTH NPHUCYTHI

5. [laromnoriuna ¢izionoris

Po3zymit maroreHeTHYHI MeXaHI3MHW BUHHKHEHHS Ta PO3BHUTKY
XPOHIYHUX JIEUKEMIH, CIIPaBKHBOT MOJIITUTEMIT

6. ®apmakoJorist

3Hatu (apMaKkoKIHETUKY Ta (apMakoJUHAMIKy IHpenaparis, sKi
MPU3HAYAIOTHCS] IPU XPOHIYHUX JICHKEMIAX, CIIPABKHIN MOTILIUTEMI.
BwmiTn mpusHauaTH anekBaTHE JIIKYBaHHS, pPO3PAaxOBYBATH JIO3U
npenaparTiB

7.IlponeneBTHKA
BHYTPIIIHIX XBOPOO

Bonoxitn HaBWYkaMu Ta  JIEMOHCTPYBATH BMIHHS TIPOBOJHUTH
00’€KTUBHUM OTJISZ XBOPOTO, OIIHIOBAaTH OTPUMAaHI pe3ylbTaTu
oOcTexXeHHs, JaHl J1a0OopaTOpHUX Ta IHCTPYMEHTAJIbHUX METOJIB
TOCIIHKEHHSA

8. BayrpimHbOTpPEIMETHA
THTETpaIis

3Hatu JaudepeHUiiHI O03HAKU XPOHIYHHUX JEHKeMIil, CIpaBKHBOI
MO TEMIi, BMITH MPOBOJAUTH X J1arHOCTUKY

4. 3aBIaHHsA AJ151 CAMOCTIHHOI POOOTH il YAC MiATOTOBKM 10 3aHATTS TA HA 3AHATTI.
4.1. Ilepenik OCHOBHUX TEPMIHIB, MApPaMETPIB, XapaKTEPUCTHK, SKI IOBUHEH 3aCBOITHU CTYJICHT

MIPU TATOTOBINI A0 3aHATTS:

Tepmin

Busnauenus

1. XpoHiuHa MienoigHa
nerikemis (XMJT)

KJIIOHAJbHE  3aXBOPIOBAaHHS 3  XapaKTepHOK  mpoJideparieto
TPaHYJIOIMTAPHOTO IMAPOCTKAa KPOBOTBOPHOI cucTeMH, ke B 95 %
BUITAJIKIB XapaKTEPHU3YEThCS HasBHICTIO crieniuigHOTO
IUTOT€HETHYHOTrO Mapkepa - dinanenbditicekoi xpomocomu (Ph+)

2. XpoHiuHa gimdoinHa
neiikemis (XJIJI)

iHgonentHa gimdoingHa myxnuHa (Low-Grade) B-xmitmaHOTO
MOXOJUKEHHS, TpPH SKId BIiIOYBAa€TbCs 3JIOAKICHA TpoJridepartis
MajauxX, MOpGOJIOTiyHO 3puTHX B-IIMQOIUTIB 3 TEHIEHIE 0 iX

HAaKOMMMYCHHS B KICTKOBOMY MO3Ky, mepudepuuHidi KpoBi Ta
TiM(GOITHUX OopraHax
3. CpaBxHs TOJIIUTEMIS xBopoOa 3  HEOIUIACTUYHOK  KJIOHAIBHOKW  Mposidepariero

€pPUTPOITHOTO, METaKapiOUUTAPHOTO Ta MIEJIOIMHOTO MapOCTKIB

KPOBOTBOPCHHS

4. bnactHa Kpu3a

Kpurepii ELN : Omactu B kpoBi abo kicTkoBoMy MO3Ky >30 %;
eKCTpaMeAyJIsipHE PO3IOBCIOIKEHHS OJIACTIB, KPIM CENe31HKH.

Kputepii BOO3: 6mactu B KpoBi ab0 KICTKOBOMY MO3KYy > 20%;
eKCTpaMeMyJIsipHE PO3MOBCIO/KEHHSI O1acTiB, KpIM CENe3iHKH; BEJHKi
BUKM/M a00 Ky1acTepH 6;1acTiB y 6I0MCii KICTKOBOTO MO3KY

5.Eo3unodiapHO-
6azodinpHa acomiaiis

napasesnbHe 30UIbIIeHHS KUIbKOCTI 0a30(i1iB Ta €03uHODLIIB Y
nepudepudHii KpoBi

6. ITloBHa TreMmaToJIOriYHA
BIIMOBIAb HA  JIKyBaHHS
narienTis 3 XMJI

BIZICYTHICTh CIUIEHOMETasil; BIACYTHICT Yy pe3yJbTaTax aHaji3zy
nepudepuyHoi KpoBi HE3pUIMX (OPM TIPaHYJIOLMTIB, TaKUX SK
MIEJIOIUTH, MPOMIENONUTH abo Omactu;  neikomuru > 10 T/m;
tpoMOormTu < 450 1/171; 6a30dimm < 5%

7. IloBHa BIAMOBING HA
TiKyBaHHS narfienTis 3 XJIJI

BIICYTHICTh TiMdaZeHONaTii Ta renaTocIuIeHOMEraii; BiICYyTHICThb
«3araJlkHuX CHUMITOMIBY», HOpPMaJIbHI TOKAa3HUKU KpOBIi (KUIBKICTh
Heiitpodinie > 1,5 I'/n, tpomOGouutie > 100 I'/n, nimdouuTis




< 4 TI/n, Bmict remornobiny > 110 r/n; B  wMmienorpami Ta
TpenaHoOionTari KutbKicTh jgiMdonmTiB Menmie 30%
4.2. TeopeTnyHi MUTAHHS 10 3aHATTS:
1. BusHayeHHs XpOHIYHOT MienoinHOo1 Ta miMpoinHoT NeiikeMiid, CripaBXHBOT MOTIUTEMIT;
2. CyyacHi NOTJSIIM Ha €TIOJIOTiI0, MAaTOTreHe3 XPOHIYHOI MienoigHoi Ta niMpoinHOT JeikeMii,
CIPaBKHBOT MOJIIUTEMIT;
3. Knacudikaris XxpoHiqHO1 MienoigHoi Ta 1iMpoigHOT NeiikeMiid, CripaBXHBOI MOTIIUTEMIT;
4. OCHOBHI KJIIHIKO-J1a00paTOpHi CHHAPOMH MIPH XPOHIYHHX JICHKEMIisX, CIIPaBXHINA NOJTIIHUTEMIT,
5. Kpurepii giarHo3y XpoHi4HO1T Mi€n0iqHOT Ta TIM(OITHOT IeHKeMiid, CTIPaBKHBOT MOTIIUTEMII;
6. IndepeHmiaibHa TiarHOCTUKA;
7. YCKIIaAHEHHS XPOHIYHUX JEUKEMil, CIIpaBXHBOT MOJIIUTEMIi;
8. OcCHOBHI TpHHIWNM Tepamii, peaOuritamii, TPOQUIAKTUKKA XPOHIYHUX JIEHKEMIil, CHpaBKHBOT
MOJIIUTEMIT;
9. [IporHO3 1 mpane3aaTHICTb.
4.3. IlpaktuuHi pob0TH (3aBIAaHHS), SIKI BUKOHYIOTHCS Ha 3aHSATTI:
1. leranpHo 310paTu cKapru Ta aHaMHE3 XBOPOTO;
2. IIpoBectu (izukabHe 00CTEKEHHS] XBOPOI0, BUSIBUTH 1 JaTH OLIIHKY 3MIHAM B HOrO CTaHi;
3. Ckyactu II1aH J0JJaTKOBOTO 0OCTEXEHHS, OLIHUTH HOTro pe3yibTaTy;
4. O6rpyntyBatu, chopMyITrOBaTH MTOTIEPEIHINA Ta KIHIYHUN JIarHO3 XPOHIYHOT JIEWKEeMIi, CITPaBKHBO1
MOJIIUTEMII B TUTIOBOMY BUIAJKY 3T1IHO Kiacu]ikarlii;
5. [Ipu3HaunTH BiAMOBIIHE JTIKYBAaHHS,
6. Busnauat mporHO3 i mpare3[aTHICTh Malli€HTa, MPU3HAYaTH peaduTiTaIliiH] 3aX0 1.
7. JleMOHCTpYBaTH BOJIOJIHHS MOPAJIbHO-JEOHTOJOTTYHUMH TPUHIMUIAMH MEIUYHOTo (QaxiBLs Ta
npuHIHUIaMu (paxoBoi cyOopauHarii.

3micT Temu:

Xponiuna micnoiona neiaxemia (XMJI; chronic myeloid leukemia) — xioHanbHe
3aXBOPIOBAHHS 3 XapaKTEPHOIO Mpotiepali€ro rpaHyJIO0LUTAPHOTO MAPOCTKAa KPOBOTBOPHOI CUCTEMH,
ake B 95 % BUNAAKIB XapaKTEPU3YETbCS HASBHICTIO CHEHU(IYHOIO IUTOTEHETUYHOTO Mapkepa -
dinanenbdiricekoi xpomocomu (Ph+).

Emionozia i namozene3. Y rpyni XiMIYHUX KaHIEPOTEHIB HE BJAJIOCHh 1MEHTH(IKYBATH
areHTy, 10 MaroTh IPUYMHHUIN 3B'A30K 3 PO3BUTKOM XPOHIUHOI Mi€JIOiAHOI JielikeMii. JloBeaeHo, 1o
BIUIMB pajiauii Ipu3BOAUTH A0 30UIBLIEHHS YacTOTH BMHUKHEHHS 3aXBOPIOBAaHHsS. IMOBIpHO, 1O B
PO3BUTKY XPOHIYHOT MIEJIOIMHOT JICMKEMIi Ba)UTMBY POJIb BIIIIPAOTh MOJEKYJISIPHI MEXaHI3MH,
TOB'sI3aHi 3 yTBOpeHHAM dinanenboiiicskoi (Ph!) xpomocomn.

Oduranenbdiiichka XpoMOCOMa YTBOPIOETHCS BHACIIIOK 30alaHCOBAaHOI TpaHcaokalii Mk 9q34
ta 22q11. 3a3BHyaii pe3ybTaTOM L€l TPAHCIOKAIllT € BAHUKHEHHS JBOX MapKEPHUX XPOMOCOM - 90+ i
229-. OgHa 3 xpoMmocoM 9-1 mapu MOJOBXKEHa, a OJHAa 3 XpoMocoM 22-i mapu BKOpPOYEHA.
MonekynsipHO-TeHETUYHUMH JIOCTIUKEHHSIMU BCTAHOBJIEHO, L0 Y XpOMOCOMI 9 pO3pHUB MPOXOAUTH
yepes reH ABL. YV xpomocomi 22 BinOyBaetbest po3puB reHa BCR. Buacnigok 31utTs ¢pparMeHtiB
ABL ta BCR yrBOproerscsi xumepuuii ren BCR-ABL, sxuit 3a3Bu4aii MiCTUTBCS Ha JAeNETOBaHIN
xpomocomi 22 (Ph-xpomocomi). Lleit ren koaye Ou10k 3 MonekynsapHoro macoro 210 k/la, mo mae
OUTBIITY MPOTEIHKIHA3HY AaKTHUBHICTh, HDK pPEYOBHHA HOpMaiibHOTro mpotooHkoreny ABL (P145).
YucaeHHUMH JOCIDKEHHSIMU BCTaHOBJEHO MpoBigHy poib reHy BCR-ABL Tta 6inka P210, mo
KOAYEThCS HUM, y natorenesi XMJI. BusBieHo Tako, 1110 BeIHKa KUIBKICTh PI3HOTO CTYHEHs 3pUIOCTi
KPOB'SIHUX KJIITUH B OpPraHi3Mi XBOPUX 3HAYHO 301IbII€HA TOJIOBHUM YMHOM 32 PAaXyHOK IOJOBXKEHHS
TEPMIHY JKUTTS IIMX KJIITHH, Tak sk akTuBoBaHuil reH ABL (y reni BCR-ABL) npurniuye anonros.
Kpim Toro, BctaHoBieHo, 1110 reH ABL nocuitroe npomnidepaltito Mi€0OiTHUX KIITHH.

ITepexin XMJI y TepminanbHy ¢asy y 70-80% BuUMagkiB CyNpPOBOJPKYETHCS YTBOPEHHSIM
KIOHIB KJIITHH 3 JOJAaTKOBUMHU aHOMAJisIMKH Kapiotumy (3a HasBHocTi Ph-xpomocomn).
HaiixapakrepHilmiMu 3 HUX €: yTBOpeHHs apyroi Ph-xpomocomu, noaatkoBoi xpomocomu 8 Ta/abo
mapkepa 1(17q). Cumig 3a3HayWTH, MO BUSBJICHHA JOJATKOBHX XPOMOCOMHHUX TMOPYIIEHb Ma€
MPOrHOCTUYHE 3HAYEHHS TOMY, IO BMHUKA€E 3a KUIbKAa MICSIIB 70 TEPEXOay 3aXBOPIOBAHHA Y
TEPMIHAJIbHY CTAJIII0 3 KJIIHIKO-TeMaTOJIOTITYHUMHU O3HAKaMHU.




3axBOpIOBAaHHS MPOXOAUTh y MBI (a3u - JIOOpOSKICHY (MOHOKIOHOBY) Ta TEpPMIHAIbHY
3MOSIKICHY (TIOJIIKIIOHOBY).

Kninika. Cuvmnromu, 3 sSKMMU HEOOXiTHO CKepyBaTH IMAallieHTa [0 CIeuialicTa
reMaroJiora: JIGHKOIMTO3 31 3MIHAMH B JIGHKOIMTapHIA (opMyiai — 30UTbIICHHS KUIBKOCTI
HE3pUTNX TPaHyJIOLUTIB, BiJl METaMIEIONMTIB IO Mieno0nacTiB, i3 6azodinieto Ta/abo eo3uHodimiero,
Ta/abo TPOMOOIMTO3 Yy 3aralbHOMY aHai3l KpOBi; 30UIBIICHHS CEJE3IHKH (CIUICHOMErasis) Ta
CHUMIITOMH iHTOKCcHKamii (B-cummnromu - HiuHe npody3HE CIITHIHHA BIOPOIOBXK 1-T0 Micsis 6e3 03HAK
iHdekIi, 3Ha4Ha BTOMA, TeMIiieparypa Tina Buime 38° C He MEHII HiK 2 TKHI 0e3 o3Hak iH(eKIIil,
BTpaTa Baru OutbIe, HbK 10 % Macu Tinia 3a ocTaHHI 6 MicsIIi.

[epe6ir XMJI — Ttpudazauii. HaiiGutein moBroTpuBama i 1oOposiKiCHA TpU aJeKBAaTHOMY
JIKyBaHHI XpoHiuHa ¢haza. 3 1acoM 3aXBOPIOBAHHS TMEPEXOIUTH B ¢hazy axcenepauii, KOTpa MOKe
TpaHchopMyBaTucs B ¢pazy Onacmuoi Kpuzu abo TOBEPTATHCS y XPOHIUHY, TaK 3BaHY BTOPUHHY
XpoHiuHy (¢azy. Buxig 3 xponiunoi ¢azu XMJI cBiAuuTh Npo SKICHO HOBUM €Tal B 3aXBOPIOBAHHI,
KU BaXKKO KOHTPOJIIOETHCSI CY4aCHUMH MigxodaMu Jio Tepamii. Maibke 50 % BuUMaakiB nepexoasTh
0e3rmocepeIHbO 3 XPOHIYHOT (ha3u 10 OJIACTHOT KPU3H.

Cnucok KpuTepiiB /i BU3HAYEHHA XpoHiuHoi da3u (XDP), pa3u akcenepauii (PA) i 6;1acTHOL
kpusu (BK), BinnosinHo 1o pexomenaiiii €sponeiicbkoi acoumiauii LeukemiaNet(ELN) i BOO3.
dazn Kpurepii
XpoHiyHa (asza | BIICYTHICTh KpUTepiiB 11t BcTaHoBiIeHHs DA abo BK
daza akceneparrii

- bnactu B kpoBi a60 KicTkKOBOMY MO3KY 15-29%, abo 61acT TITH0C TPOMIETOIIUTH
Kputepii ELN | B kpoBi, a00 KicTkoBOMY M0O3Ky OutbIl Hik 30 % 3 6macramu < 30%;

- Bazogumm B kpoBi > 20%;

- Criiika TpomMGormToneHis (< 100x10° /1), mo He € HACTiIKOM Tepartii;

- Knonanbni xpoMmocomui anomatii B Ph+ xinitunax (KX A/Ph+) BHacmimok
OCHOBHHX CIICHAPIiB €BOJIIOIIIT MPH JIIKYBaHH1

Kpurepii - bnactu B kpoBi 260 kicTkoBoMy Mo3Ky 10-19%;

BOO3 - bazoguiu B kpoBi > 20%;
- Criiika Tpom6ormToneris (<100x10° /1), 1m0 He € HaciKOM Tepartii;
- KXA/Ph + npu nikyBaHHi,

- TpombGonuTo3 (>lOOOxlO9 /), 110 HE BIAMOBIAA€E HA JIIKYBaHHSI,
- 30UTBIIICHHS PO3MIPIB CEJIC3IHKU 1 30UIBbIICHHSI KITBKOCTI JICHKOIIUTIB, 10 HE
BIJIMTOB1/1al0TH Ha JIIKyBaHHS

bnactha kpuza

- bactu B kpoBi a00 KicTkoBOMY MO3KY >30 %);
Kpurepii ELN | - EkcTpamenynspHe po3MOBCIOKEHHsI OJ1aCTiB, KPIM CeIe31HKH

Kpurepii - bractu B kpoBi a00 KicTKOBOMY MO3KY > 20%);
BOO3 - ExcTpamenynsapHe po3noBCIOKeHHsI 01aCTiB, KPIM CeNe31HKH;
- Benuki Bukuau abo kiactepu 611acTiB y 0i0mcii KICTKOBOTO MO3KY

[lepmiuMu KIIHIYHUMU O3HaKamMu XpoHiuHOi crafii XMJI € BimuyTTs TSKKOCTI Ta 1HOAL
nepioguuHuid  Oute  y JiBoMy miApebep’i, NITIMBICTb, HE3AY)KaHHSA, BTOMIIOBaHICTh. [lpu
00’€KTUBHOMY OTJISIl IPUBEPTAE YBAry CIUIEHOMETallisl PI3HOTO CTYNEHIO BUPA)KEHOCTI, HOJI TIIBKU
3a Y3J1 a6o KT. CruleHomeramniro 3yMOBIIOE Mi€JOiTHA MeTamjasis B cenes3iHui. Bupaxenuit
acteHuHU#M cunapoM. Kpurepii xpoHiunoi ¢a3zu XMJI 3a naHMMH remMorpamu: JeMKOLUTO3 OulblIe
30,0-200-500 /1 13 3cyBOoM Yy nelikorpami (85-95 % - rpanynouuTH), 301IbIIEHHS TPOLIEHTY 0a30(]iIiB
15-20 % 1 eosunodiniB 5-8 % - «Oa3odinTbHO-€03MHOGUIPHA acollialis», PiBEHb TPOMOOIUTIB
HopManbHUH abo migsumieHuit 10 400-600-800-1000 r/n, pinko Ha MOYATKOBUX CTAAIAX €PUTPOLUTU
5,0-5,5x10%%/n.

Kniniuni nposiBu OnacTHOI KpH3M: HEMOTHBOBAHE IIJBUILEHHS TEeMIlEpaTypH Tilna, OUlb Y
TpyO4acTUX KICTKaX, WIBUAKE 30UIBIIEHHS PpO3MIpIB Cele3iHKH (4acTo 3 iH(apKTOMU B Hiif) Ta
MEYiHKM, YTBOPEHHS JIeHKeMiliB y MIKipi. 3aauIlKa 1 TaxikapJis B CTaHi CIOKOIO, 3HIKeHu AT. ¥V
JIETEHSIX 4acTO BUABISIOTH 1H(APKT-MHEBMOHIIO, IJIEBPUT, Y TEPMIHAIBHUIN MepioJ - HAOPSK JIereHb.
[TyxnuHHMIA TNpolec MOIIMPIOETHCS 332 MEXI KICTKOBOIO MO3KY: BHHHUKA€ JIEHKO3HA 1H(UIbTparis




HEPBOBUX KOPIHIIIB, SIKa 3yMOBIIIOE OLTb 32 THUIIOM PATUKYIITY, YTBOPIOIOTHCA MIAMIKIPHI iHPUIBTpAaTH
(;efikeminm), CHOCTEpIraeTbcs CAapKOMHMNA picT y niMdarnyHux By3nax. JlelkosHa iH(LIbTpamis
CIIM30BUX OOOJIOHOK CHpUSE€ PO3BUTKY B HUX KPOBOBWJIMBIB 13 MOJANBIINM HEKpo3oM. [H]ekuiiini
YCKJIQJIHEHHS YacTO € MIPUYMHOIO0 CMEPTI XBOPOTO.
Jiarnocruka:
e AHaJTi3 KpOBI: BUSABIIAETHCS 3HAUYHUH JeiikonuTo3 (> 25 I'/m, wacro 100-300 I'/n i Ginbiie), KITbKICTh
TpOMOOIMTIB B HOpMi ab0 mifBHIIeHA. Ha Mi3HIX CTaIisX CIOCTEPIraeThCs PI3HOTO CTYICHS aHeMis. Y
reMorpaMi IepeBakaroTh HE3PUTi TPAHYJIONUTH (POMIETONUTH, MIEIOIUTH), 6a30dinu, eo3uHOPiIH,
IHKOJIM OJIACTHI KJIITHHH;
e bioximMiuHMi aHaN3 KpOBI: JIAKTATACTIAPOTeHA3a, 3araJlbHUi OUIOK, KPEaTWHIH, CEYOBHHA,
amaninTpancdepasa, acmaprarrpaHcdepasza, piBeHb TIJIFOKO3H, JIy’kHa Qocdarasza, xamid, KabIli,
HaTpIii;
e OOcrexenHs Ha cudinic, renatutu, BIJI (3a 3romor0);
e EKT’;
e Pentrenorpadis oprasiB rpyJIHOT KJIITKU B 2 IPOEKIIAX;
e V3]] uepeBHOI MOPOXHUHU (3 BU3HAYEHHSIM PO3MIPIB CEJE3IHKM Ta MEYIHKM), Majoro Ttazy (3a
MMOKa3aHHSIMH);
e Koarynorpamy;
e CrepHaJIbHUN MTyHKTAT: TIIEPKIITUHHUHN 33 PaXyHOK TilepIuiasii MieJ0iIHOTO NapoCTKa;
e [[uTOXIMIYHE MOCHIMIKEHHS: HEOOXiIHEe IJIsi TMPOBENCHHS TU(EpeHIIATbHOT JIarHOCTUKA OJACTHUX
KJIITUH Ha eTari 0J1acTHOT Kpu3H, sika B 75% € mienoinHoro tTumy i B 25% - miMdoinHoTO, a TaKOX I
BHU3HAUEHHS NOKa3HUKA aKTUBHOCTI JTyXHOT pocharazu HeUTpoduTiB (PI3KO 3HUKEHUI);
e TpenanoOiorcis KICTKOBOTO MO3KY: TPOBEIEHHS IOTO JOCTIDKEHHS € HEOOXUTHUM IS
BH3HAUYEHHS HAIBHOCTI (piOPO3y KICTKOBOTO MO3KY;
e [[uToreHeTnyHe MOCTIHKEHHS KPOBI Ta KICTKOBOTO MO3KY: 3IIMCHIOETHCS JUIsl BHUSBIICHHS
TpaHcnokauii t(9;22) abo gogarkoBux nopyuens B kapioturi (10 %). ¥V > 80 % nanienrtiB HasiBHa Ph-
MO3UTHBHA XpomocoMma. bins 8 % marieHTiB 3 THUNOBUMH KIIHIYHUMH O3HAaKaMHd HE MaroTh
Oduranensdiicbkoi XpoMOCOMH, TOOTO BOHU € Ph-HeraTuBHMMHU, TIOJIOBUHA 3 SKUX MAlOTh T1IOpHIHUI
BCR-ABL ren. YV ¢a3i akcenepanii, sik mnpaswio B 50-80 % Bumankis, 3’sBISIOTbCA HOBI
IUTOTCHETHUYHI aHoMaiii. MienoigHa OnacTHa Kpu3a AacoOIlIOETBCA 3 JIOJATKOBOIO  KOITIEIO
Odutanensdiiicbkoi xpomocomu +8 Ta i(17q), a mmMdoinna 61acTHa KpU3a- 3 aHOMAITIEI0 XPOMOCOMU 7,
e FISH-anani3 mpoBOAMTHCS y BHIAAKYy HEMOXKJIMBOCTI BUKOHAHHS PYTHHHOI HUTOTCHETHUKHU Ta
BHSBJICHHS IHIITMX MOPYIIECHb B KapiOTHIII,
e MoJIeKyJIIpHO-TEHETHYHE JOCIIPKEHHS 3AIMCHIOEThC MeTonoM sKicHOT (Q-PCR) Ta kinbkicHOT
moJiimepastoi JaHmorosoi peakiii (RQ-PCR) mis Bu3HaueHHs HasSBHOCTI TpaHckpunTiB ber-abl ta ix
pIiBHS;
e MyraniiHuil aHai3: 3A1iCHIOETHCS MIPH BIICYTHOCTI BMOBI/I1 HA JIIKYBaHHSL.

IIpu migo3pi tpanchopmanii XMJI y a3y OmacTHOT KpU3H 10AaTKOBO MPOBOJAUTHCS:
1. Acmipaltis KiCTKOBOrO MO3Ky 3 MOP(}OJOriYHUM AOCHIPKEHHSM Marepiany.
2. Jludepenmiiine 3abapBiieHHs XpoMmocoM Metadas (3 aHaimizoM npuHaiiMHi 20 Meradasz) KIiTHH
KICTKOBOT'O MO3KY (0a)kaHo).
3. @uyopecueHTHa riOpuausamis in situ iHTepdazHux saep (3 aHamizoM npuHaiiMui 200 saep)
KICTKOBOTO MO3KY 3 Mpo0aMM Ha JIarHOCTUYHO 3HAUYYLIl TpaHCIOKaIii, $AKi XapakTepHi s
rocTporo MienoinHoro ta JiMQoigHoro neitko3y (6axkaHo).
4. ImyHO(EHOTUIYBaHHS Ta LUTOXIMIYHE TOCTKEHHS KJIITHH KICTKOBOTO MO3KY.
5. Kowmm’rorepHa ToMorpadis mwMi, OpraHiB TIpyAHOI  KIITKH, YEpeBHOIi MOPOXHUHH,
3a04EpEeBUHHOTO TMPOCTOPY, MAaJoro Ta3y 3 BHYTPIIIHHOBEHHUM BBEICHHSIM KOHTpPAcTy 3a
HAsBHOCTI €KCTpaMenyJIsIpHUX BOTHHII abo/Ta 3a MOKa3aHHSIMHU.
6. Xipypriuna Oiorcid, 3a HasfBHOCTI €KCTpaMeIyJsipHOTO BOTHHMIIA IeMonoe3y (OKpiM MediHKU
Ta CeNe3iHKH), 3 IMTOJOTIYHUM/TICTOJOTIYHUM JOCIIIKEHHSM MaTepiany, Ma3KiB-BIIOUTKIB s
npoBenieHHs audepeHIiiinoi giarnoctuku. llepenik omepaTMBHUX BTpYy4YaHb, $Ki 3aCTOCOBYIOTHCS
JUIsL TIaTHOCTMKM: eKCIu3iiiHa Oiomcis ypakeHoro mnepudepudyHoro giMdaTuuHoro By3na abo



opraHa; JiarHOCTHYHA TOPAKO-/JIarmapoToMis 3 Oi0TCi€r0, abo TpenmaHOOIOINCis BOTHUINA YPaXKEHHS,
abo Topako-, MeIiacTiHO-, JTAMAPOCKOIIIS 3 MPHUIUTBHOIO OI0TICIETO.

7. JlrombanpHa myHKHis — 3a JiMgoimHoro tuny BK Ta y Bumaaky HasBHOCTI HEBPOJOTIYHOI
CHUMIITOMATHKH, Ta/abo neikouutosy monaz 100 tuc./mxi — 3a mienoinnoro tumy bK.

8. Exokapaiorpadis 3 BU3HAYCHHSIM CHUCTOJIIYHOT (PYHKIIIT cepIis.

JudepeHuiiiny AiarHOCTUKY HpPU XPOHIYHOMY MI€NONIEHKO31 MPOBOIATH 3 MOJILUTEMIEO,
€CCEHIIaTbHUM TPOMOO030M, JICHKEMOITHOIO PEaKI[i€l0 MIEIOIIUTAPHOTO TUITY, TOCTPOIO JICHKEMIETO.

Jlns roctpoi neiikemii xapaktepHe selikemiune 3isHHs (hiatus leucaemicus), y Toit yac sk npu
XpOHIUHINA MI€NOINHIN JeiikeMii B JeWKorpaMi HasiBHI «poMiKHI Gopmu». Ilpu rocrpiii nerikemii
BIZICYTHsI €03uHO}IBHO-0a30¢pHA acomiamis. KimpKicTh TPOMOOIMTIB TP XPOHIUHINA MI€TOTIHIN
nelikeMii HopManbHa a00 MiABHUINEHA, y TOM 4Yac SK HpH TOCTpiil JIeHKeMmii 3 caMOro MOYyarKy
BHU3HAYAETHCS TPOMOOIMTONEHIS, Y KICTKOBOMY MO3KY BHSABISIOTH 3HAUHY KUIBKICTH OJAacTHHUX
kaituH  (monan 20 %), 3HWKEHHS KUIBKOCTI a0 BiICYTHICTH MErakapioUWTiB, MPHUTHIYCHHS
HOPMAaJILHOTO TEMOTIOE3Y.

JlefikemoigHa peakiiss Mi€JIOITHOTO THUITY PO3BUBAETHCS MPH aKTHBHOMY TYOEPKYIbO3HOMY
Ipolieci, €K30reHHId IHTOKCUKalllli, COPUYMHEHIH OTpPYEHHAM Cyiab(aHUIaMIIHUMU MpernapaTaMu,
OJIOBOM, PTYTTIO, AJpPEHATIHY TIAPOXJIOPUIOM, CEPIEBHUMH TJIKO3WIAMH, UYaTHUM Ta30M; IpHU
rOCTPUX 3alajibHUX Ta IHQEKUIMHUX 3aXBOPIOBAHHAX (CENCHUC, cKapiaTHHa, Oelnxa, THINHHI
MpOLIeCH, THEBMOHIsI, THINHI BUIITHI IJIEBPUTH, AUPTEPis, MIUTeNb03, BUCUIHUN TH( To1o). Kpim
XapaKTEPHOTO KIHIYHOTO TMepediry mepepaxoBaHUX 3aXBOPIOBaHb Y AM(EpeHIIaIbHINA J1arHOCTHII
JoTIoMarae BIICYTHICTh y Jelikorpami 6a30(h1bHO-€03MHO(UIBHOT acorrialii, HasBHICTh TOKCHYHOT
3epHUCTOCTI HEWTpodULIIB, BIACYTHICTH 3MIH Yy wMienorpami. IlposBu neiikeMoimHuX peaxiii
3HMKAIOTh MPU YCYHEHHI1 €TI0JIOT1YHOTO YUHHUKA. [Ipyn MeTacTazyBaHHI MyXJIMHU B KICTKOBHI MO30K
y HbOMY MO’HAa BUSIBUTH aTUIIOB1 MyXJIMHHI KIITHHH.

IIpoTrunoka3zaHHsi A0 CHeNiaJLHOI0 NPOTUNYXJHHHOIO JIKYBAHHSI: CTaH 3a IIKaJIOIO
ECOG 4 6anmu; mopymenHs (yHKIii TEYIHKA, HHUPOK, CEPIEBO-CYAMHHOT Ta Oyab SKOi IHIIOT
CHCTEMH BAXKKOTO CTYIEHS; MPOSBU OyAb-KOIO THIy TOKCHUYHOCTI NPOTUIYXJIMHHOTO JIKyBaHHS
(MM-IV crynenst 3a CTCAE) 10 ycyHEHHS IpOSBIB TOKCHYHOCTI.

XponiuHa ¢a3za, pekomeHnaauii moa0 1-oi, 2-0i i HACTYNHUX JIiHIN JiKyBaHHSA.

1 ninist

- Imaruni6 400 Mr oawH pa3 Ha JcHb (OCHOBHA omIisg cepen iHTIOITOpiB THpo3uHKIHA3M (ITK)
a6o HinoTuHiO 300 Mr aBivi Ha neHb (moaarkoBa ormiia cepen [TK);

- T'impokcuceuoBuna + inrepdepon-anpda (IOH-a);

- Monotepanis I®H-a;

- HLA tunyBaHHS naIieHTIB Ta CHOIHTIB TUIBKH /IS MAIIEHTIB Y BUMAJIKY 0a30BOTO 3aCTEPEIKCHHS
(Bucokuii pusuk, KXA/Ph+ 3a 0CHOBHUM CIIeHApiEM €BOJTIOITIT)

2 JiiHifl, HeBAa4ya Tepamii 3 iMmaTuHiOOM B 103i 400 Mr HA 1eHb NepPIIOl JIiHil

- Imatuni6 400 Mr aBivi Ha JE€Hb;

- Hitotnni6 400 mr aBivi Ha J€HB,

- I'igpokcucedoBuna + IOH-q;

- Monotepanis I®H-a;

- HLA TunyBaHH4 MamieHTiB Ta CUOIIHTIB

2 niHis, HeBAa4a Teparnil 3 HUIOTMHIOOM mepIuoi JiHil

- AnoTCK Big HLA cymicHux OpatiB/cectep. [lomyk HecriopiTHeHOTO JOHOpa

cToBOypoBuUX KiituH. Po3risy inmoi anoTCK.

3 ninis, HeBAa4a, i/a00 HemepeHOCUMICTh, 1BOX ITK

- I'impoxcuceuoBuna + I[OH-q;

- Monotepanis I®H-o;

- AnoTCK pekoMeHy€eThCs sl BCIX MAaII€HTIB, SIKi TAXOAATh IS POLIETYPH

Byab-ska jinisi, mytanii T3151

ITonaruHio.

HLA tunyBanHs naimieHTiB 1 cuOuminriB. [lomyk HepigHOTO J0HOpa CTOBOYpOBUX KIITHH. Po3risia
anoTCK.

VY mepmiit niHii Tepamnii BUKOPUCTOBYeTbcA iMaTHHIO y 1031 400 mr onuH pa3 Ha 100y ab6o 300 mr



HUTOTHHIOY fABi4i Ha JjaeHb. llpm apyrii abo HacTymHili JiHI{ Teparii BHUKOPHCTOBYIOTHCS
iMaTuHIO TpW  cTaHmapTHOMY abo OuTelnl BUCOKOMY Jo3yBaHHi (400 mr aBiui Ha a00y) abo
HinotuHi6 400 mr aBiui Ha 100y. [lpu mepexoni Bix oxuoro ITK o iHmoro 3aBxau mae Oparucs
70 yBar" HasBHICTh 1 THI MyTalii, TOOIYHI epekTH 1 ToKcHuuHicTh momnepeanboro ITK, a Takox
pi3HI CymyTHI 3axBOpIOBaHHS, sKi MOXyTb BUHMKHYTH 3 pi3HuMu [TK. Busnauyenns
HEMEPEHOCUMOCTI MOXe OyTH iHOAI O0'€KTUBHUM 1 3aCHOBYBATHCS Ha (DAKTHYHUX JAAHUX, A€ 1HOII
Moke OyTu cy0'ekTuBHUM. ['iIpoKCcHCeUOBIHA MOYKE 3aCTOCOBYBATHUCH 10 mouaTKy Tepanii ITK, moku
niarHo3 XMJI He Oyino MmATBEP/HKCHO 3a JOMOMOTOK MOJICKYJIIPHUX Ta/ab0 IMUTOTCHETHYHUX
METOJIB JOCTIDKEHHS. Y BHIIaJKaX HEMOXKIHMBOCTI 3a0e3nedeHHs manieHTta npenapatamu [TK,
ko ITK (iMmatuHiO ab6o HITOTHHIO ) HE MOXKYTh OYTH BHKOPHCTaHi, TiIPOKCHCEUOBHHA Ta/abo
I®H-0 Moke 3aCTOCOBYBATHUCH 1 IMICIIST BCTAHOBIEHHS JiarH03y XMJIL.

Iarepdepon anbda-2b 3acrocoByerbest o Takiii cxemi: 1-3 nmeHb - 3muiH MO Ha 100y, 4—6 neHD —
6 maa MO Ha 100y, 7-84 nenb - 9maH MO Ha 00y, y HacTymHOMY MIiATPUMKA MaKCHUMaJlbHO
nepeHocumMoro 103010. ['igpokcucedopuna 20-40 mr/kr Baru.

Pexomenpaauii mopao crparerii gdikyBanuss XMJI y ¢a3i akcesiepanii y Bnepie IiarHoCTOBaHMX
Ta panime HejikoBaHux ITK nanieHriB:

1. 400 mr imatuHiOy ABidul Ha aeHb a6o 400 Mr HUTOTHHIOY ABiYil Ha A00Yy (J0JAaTKOBA OMIISI CEpen
ITK);

2. lomyx noHopa ctoBOypoBux KiiTHH. [loTiM pexomenyersest anoTCK mnst Beix mamientiB y BK 1
TSt marfieHTiB y @A, aKi HE 0CATa0Th ONMTHUMAJIBHOI BIIOBIIL;

3. Ximiotepamnis Moxe 3HamoouTHCs 10 a0 TCK, 1106 KOHTPOJIIOBATH 3aXBOPIOBAHHSL.

Pexomenpgauii moao crparerii gikyBanuss XMJI 6;1acTHOI Kpu3M y BHepiue JiarHOCTOBAHMX Ta
panime HejaikoBanux ITK nanienTin:

1. 400 Mr imaTuHIOYy 1Bi4l HA JCHB;

2. ITomyk noHopa ctoBOypoBuX KiithuH. [loTiM pekomerayerbes anoTCK mst Beix mamientiB y BK;

3. XimioTteparnis Moxe 3HanoouTHCs 10 ano TCK, mo0 KOHTPOJIOBATH 3aXBOPIOBAHHS.

Pexomennanii moao crparerii jgikyBanuss XMJI y ¢a3i akcenepanii abo OgactHiid ¢asi, sk
NporpecyBaHHs XpoHiuHOI (pa3u, y panime jgikoBanux ITK nmaunienris:

1. Bynp-sxuit 3 ITK, skuii He OyB BHKOPHCTaHMHA 1O TMPOrpecyBaHHs (IMMOHATHUHIO Yy paszi MyTarii
T3151), motim anoTCK y Beix marientis. HiutoTiHIO He peKOMEHIOBAHO IS TEpallii MaIie€HTiB y
OJIaCTHUH KpH3.

2. XimioTeparis yacTo HeoOXiHa, 00 namieHTn Maym 3mMory orpumaru aino TCK.

JlixyBaHHsI marfieHTiB B ¢a3zi 07JacTHOT KpU3U TMPOBOJUTHCS BIAMOBITHO J0 11 BapiaHTy
(miMdoinHoro abo MI€IOIMHOr0) 3a MPOTOKOJAMHU Teparii roctpoi diMdoigHoi ado MienoigHO1
neikemii

BusHauyenHs BianoBiai Ha JikyBanHs nmaunieHTiB 3 XMJI:

IloBHa rematosoriuna BigmoBias (III'B): BigCyTHICTH cIUIeHOMeranii; BIACYTHICTH Y
pe3ynpTaTax aHamnizy nepudepuyHoi KpoBi HE3pUIMX (OpPM TpaHyIOIUTIB, TaKUX SK MIETOIUTH,
npomienonuTy abo omactu; nerikomuth > 10 1/i1; TpoMOonTH < 450 T/71; 6a30dimm < 5%.

Iurorenernuna Bignosias (LrB):

Iloena yumozenemuuna 6ionoegios (I111zB): Bincytnictb Ph+ meradasz npu nposeaenni 13X
abo < 1% BCR-ABL1 + inTepda3zuux saep, ski BusHaueHo metoaom FISH.

Yacmkosea wumozenemuuna 6ionogiov (4lleB): 1%-35% Ph+ merada3 npu mpoBeaeHHI
nudepentiiiHoro 3abapsierHs xpomocoM (13X).

Mana yumozenemuuna 6ionoeion (MI]2B): 36%-65% Ph+ meradas npu nposeaenni [13X.

Minimanona yumozenemuuna 6ionogioo (MilleB): 66%-95% Ph+ meradas npu npoBeaeHH1
J3X.

Beanka moaexkyasipua BianoBine (BMP): pisenr BCR-ABLI Ttpanckpunty <0,1% 3a
MDKHapOHOIO MIKAJIOH0.

PeuuauB: Oynp sIKi O3HAKHM BTpPAaTH TeMaTOJIOTiUHOiI ab0 IIMTOTeHETWYHOI BIAMOBINI Ha
tepanito; 30utbiienHss BCR-ABL1 Tpanckpunty Ha 1 norapu¢m 13 Brparoro BMP (pesynbraTi
OTpHUMaHi JIBa Pa3u MOCIILIb).

Iomenuyiiinumu kanouoamamu na nposedennsa anoTCK e:
— TAIi€HTH B XpOHIYHOI a3y rpymu BUCOKOTO PU3MKY 3a mmkanoio Sokal abo Euro, ao EUTOS;



— marienTy 3 gogatkosumu KXA/Ph+;

— manientd 13 T3151 myramieto kinaznoro nomeny BCR-ABL1,

— MAIieHTH 13 BIACYTHICTIO BIAMOBIAI (3acTepekeHHs, HeBjaadi, mporpecii

(peunauBy)) Ha iIMATHHIO a00 HUTOTHUHIO B SKOCTI MEPIOT JIiHIT Tepartii.

— HEJNIKOBaHI Malli€HTH, SKUM JISHKEMIIO 1IarHOCTOBAHO B (ha3y akceneparlii abo 6J1aCTHOT KpU3H.

Xponiuna nimgpoiona neiikemin (XJLI; Chronic lymphocytic leukemia) - iHmoneHTHa
nimdpoinna myxmuHa (Low-Grade) B-KITHHHOTO MOXOPKEHHS, NPU SKId BiIOyBa€eThCs 3JI0SKICHA
npodtidepartis Manux, Mopdororigno 3pimux B-miMQonuTiB 3 TEHICHINIE0 M0 1X HAKOTMUYCHHS B
KICTKOBOMY MO3KY, nepudepuyHiid kpoi Ta miMmdoigaux opraHax. XJIJI e nefikemMiuHUM aHanorom
HETO/DKKIHCHKOT TiM(POMU 3 MaTTuX JTiM(OIIHTIB.

Emionocia. Tlpuunny, mo 3ymoiroe po3sutok XJIJI, He 3'icoBano. Ha Bigminy Bim ¢opm
JeikeMild HE BCTAHOBJICHO 3POCTaHHS 4YacTOTH 3axBopioBaHb Ha XJIJI BHacmigok nii ioHI3yrouoi
pamiaiiii, aJKUIyIOUMX TMpernapaTiB Ta peTpoBipyciB. I[IeBHMM pHU3HKOM € eIeKTpoMarHiTHe
BUIIPOMIHIOBaHHSI Ta T€HETUYHI (akTopu (CIMEIH1 BMMAJKH, IO YCIAJKOBYIOTHCS 32 ayTOCOMHO-
JOMIHAHTHUM TIPUHITUATIOM).

Ilamozenesz. XJUJI ne remo0OnacTo3, sIKMH pPO3BUBAETHCS 3a BCIMA 3aKOHAMM IYXJIMHHOI
nporpecii. JIedkeMidH1 KJIITUHU TIOXOJATh 3 OJIHIET KIITUHHU-TIOTIEPEHUI, IO € O3HAKOI0
MOHOKJIOHOBOI mpomidepanii. KnituHHuii cyOcTpar mpeacTaBieHU MOpPQOIOriYHO J03pUTUMU
MajauMH abo cepeAHIMH JIMQoUUTaMHU, fKI CJIa0KO EeKCIpPecyloTh MOBEpPXHEBUN MeMOpaHHUN
IMyHOTJIOOYITiH, yacTime Baxkui naHior SIgM, 1o € BiAnoBiJaIbHUM 3a ayTOIMYHITET. Y OUIBIIOCTI
BHMAJIKIB BHUSBIAIOTHCS BaXKKI ITUTOTUIA3MATHYHI JIAHITIOTH IMYHOTJIOOYIiHIB [ -abo -8 abo o00ox
BAKKHUX JIQHITIOTIB Ta OJIUH 3 JIETKUX JIAHITIOTIB K a00 A. KoHmeHTparis iMyHOTJIOOYTIHOBUX MOJIEKYJT
Ha JIEWKeMIYHUX JIMOIMTAX 3a3BUYail Ay’Ke HU3bKA.

XJUJI-B-kniTHHHOTO ~ IMYHO(EHOTHUITY — XapaKTepU3YEThCS ~ EKCIPECci€l0  Ha  MOBEpPXHi
nerikemiuanx JiMponurtie antureHis HLA-DR, CD19, CD79a, CD43, CD5, CD23. Cnab6o
excripecytotbes CD20 1, ocobmuBo, CD21.

[Ipu T-xmitnaaomy XJIJI martonoriuni smiMmdornutu exkcnpecytotb CD4+, CD8+, ta man-T-
kinitnaH1 Mapkepu CD2, CD3, CD5, B-knituau npu XJIJI akTuBHO IPOayKyrOTh mUTOKIHU-IL-2, IL-6,
IL-7, IL-8, IL-10, IL-13, IFNy,TNF, GM-CSF, TGFf1.

Hocmimxenusm kapiotuny npu B-XJIJI BcTaHOBIEHO, 0 HalWXapaKTEPHINIOKW € ICHYBaHHS
J0JIaTKOBOT XpoMocoMH 12, aemnerist 10Broro ruieya xpomocoMm 6 Tta 13, peapaH:KupyBaHHSI TOBIOTO
mieda xpomocomu 11. Haitwactimumu tpanciokamismu € t (11;14)(ql13;q32), t(2;14)(p13;q32) Ta
t(14;19)(q32;p13). [IporHOCTHYHO HECHPHATIUBUMH € J0JATKOBA XpoMocoMma 12, peapaHXKUpyBaHHS
11q Ta genemii 17p.

Jus T-XJIJT xapakrepauMm € iHBepcis xpomocomu 14-inv(14)(ql1; q 32), peapamkupyBaHHS
1p32-3615q11-13.

JlocmiuKeHHsT OCTaHHIX POKIB BCTAHOBJICEHO, MmO B-mimporutn npu XJIJI mocuieno
excrpecytoTb BCL-2 Ta psj iHIIMX TEHIB, SIKI PEryjiol0Th aronTo3, 3yMOBIIOIOYM HAarpOMa/KEHHS
BEJIMKOT KUTBKOCTI JIIM(OIUTIB B OPTaHi3Mi XBOPOTO.

Kainika. YV 25 9% xBopux 3axBoproBaHHS Tniepelirae Oe3CHMMOTOMHO 1 BHSBISETHCS
BUIAJKOBO IiJl Yac OrJaay 4d JabopaTOpHUX JOCHIIKEHb, KOJIHM 3HAXOIATh CHUCTEMHY
niMmbaneHonarito 6e3 o03HaK iHQEKHiIHOTO mpolecy, 30UIbLMICHHS pPO3MIpIiB MEYiHKH Ta
CeJIe31HKH, NOCTIHHOrO abcoyoTHOTrO JdiMpouuTo3y mnepudepudnoi KpoBi (KUIBKICTh
niMOIUTIB CKIIagae Oinpline 5X109/H), HE TOB’sI3aHUM 3 BUSHAUYCHUMU MPUYUHAMU (CUMITOMHU, 3
SKUMH HEOOXITHO CKepyBaTH Malli€eHTa A0 TeMaToJIora).

[Ipn moganbmIoMy pPO3BUTKY KJIIHIYHHMX MPOSBIB XBOP1 MOXYTh CKap>KUTHCS Ha 3arajbHe
He3JyKaHHS, [IBUAKY BTOMIIIOBAHICTh, AaHEMIYHI CHUMOTOMH (CepuUEOUTTS, 3aJUIIKa,
3amaMoOpOYeHHs, IIYM Yy ByXax TOIIO), 4yacTi iH(eKIifHI mpouecu BipycHOi 4u OakTepianbHOT
npupoad. 3HAYHO piame, HLDK NOpu JiMpomax, y xBopux Ha XJIJI MoXyTh cmocrepiratuch
("acrimie mpu MporpecyBaHHI 4YM TpaHcopMmallii 3aXBOPIOBAHHA) CUCTEMHI IHTOKCHKaiiiiHi B-
CUMIITOMHU: HiYHE NMpo(y3HE CHITHIHHA NPOTATroM 1-ro Micsus 6e3 o3HaK iH(EKIIHHOro MpoIecy,
3Ha4yHa BTOMa; TeMmmeparypa Tina Bume 38° C He MeHIIe 2-X THXHIB 0e3 03HaK iH(EKIIHHOro
mpoiiecy, BTpata Baru Oumbine, Hik 10 % wmacu Tima 3a ocranHi 6 MicsaniB. Haitwactimumu
kiniHiYHUME TposiBaMu XJIJI € cuctemHe 30iMbLIEHHS, HEPIAKO CUMETpUUHE, NepupepuyHuX



niMpaTUYHUX BY3IIIB, 4YaCOM - y BUIJISJI KOHTJIOMEPATIB TICTOMOMIOHOT KOHCHCTeHIii. [Homi

CIOCTEPIraeThCcsl 30UTBIICHHS CENE31HKM =+ MEYiHKHM PIi3HOTO cTymeHs. MoXe CIocTepiraTuch

rineprpodis MUrganukiB Kineuga Banbaeepa, pigko — 30UIbIIEeHHS 1HTpaabIOMiHAIBHHX

niM¢OBY3IIiB. 3 MPOrpecyBaHHSIM 3aXBOPIOBAaHHS B pa3i PO3BHUTKY aHEMil BiMidaeThbCs OMiTICTh

9y CYOIKTepHUYHICTh (MPU TeMOJIi31) MKIPH Ta CAU30BUX, 3HAUHO PIAIIE - TeMOpariyHi MposiBU K

HACJIIZOK TpOMOOIMTONEHIi (1meTexii, eKXiMO31, KPOBOTOYUBICTH CIM30BUX).

HeoOxinni aii

O00B’s13K0BI:

— 30ip aHaMHECTUYHHX JIaHUX, B T.4. BUSIBJIICHHS B-cHUMIITOMIB.

—  ®i3ukanbHEe 00CTE)KEHHS, CIIPSIMOBAHE HA BUSBJICHHS 30UIbIICHUX NEpUPEPUIHUX TIMPATHIHUX
BY3JIiB, BU3HAYCHHS PO3MIpIB NIEUIHKH, CEIE3IHKH.

—  Jlns KiHOK (pepTUIIBHOTO BIKY — TECT Ha BariTHICTb, MPU MO3UTHUBHOMY pe3yjbTaTli OOrOBOPUTH
MO>KJIMBOCTI ITOAAJIBIIONO 30€pe’KEHHS BariTHOCTI.

— OrriHKa 3arajJpHOTO CTaHy MairieHTa 3a aornomororo mkanu Kapuoseskoro ta ECOG.

— 3aranbHMI aHaNi3 KpOB1 3 BH3HAUYEHHSM BMICTY KIIITMH KpOBI, BKJIIOYHO 3 JIEHKOLUTapHOIO
hopmyroro.

— Bepudikaris niaruosy:

— ImyHOQeHOTHITYBaHHS MATOJOTTYHUX JTIMPOLUUTIB nepudepuyHoi KpoBi (MiHIMaIbHA MaHENb JUIsS
iMyHO(QeHOTHITYBaHHS TOBHHHA BKItouatn — CD19, CDS, CD23, CD79b, «, A, CD20, CD10,
CD38, CD200);

— bioncis niMdaTtuyHMX By3/IB Ta KICTKOBOIO MO3KY IOBHMHHAa OYyTM BHKOHAHAa Yy BHIAJKY
HEJOCTaTHIX JaHuUX JUid NIATBep/UKeHHS giarHody XJUJI micng  iMmyHOdEHOTHIYBaHH s
nepu@epuyHoi KpoBi.

O00B’A3K0BI 00cTeKEHHSI MALIEHTIB HA PAHHIX CTAdifAX, AKi 32 KPUTEPIAMHU He NOTPeOYIOTH

MOYATKY JIKYBAHHS:

— 30ip anamHe3y Ta (Qi3HKaIbHE OOCTE)KCHHS BKIIOYAIOYM PETENbHY MaIbMNAIlilo JTIM(paTHIHHX
BY3JIIB BCIX TPYII, CETIC31HKU Ta NMEYIHKH.

— 3aranbHHI aHaII3 KPOBi 3 (OPMYIIOI0 Ta TIOPIBHIHHS 3 MOTIEPETHIMH MMOKA3HUKAMHU.

— BwumeBkazani oOcCTeXeHHs TMOBHHHI TMPOBOAMTHCS KOXHI 3 MicsAlll mpoTsAroM 1 poKy Bin
BCTAHOBJICHHSI JIIarHO3y, Ta KOXHI 3-12 micamiB micis 1 poky, 4actoTa oOCTeXeHb Mmicist 1 poky
3aNIeXKHUTh Bl IUHAMIKH Ta MyXJIMHHOTO HAaBaHTAKCHHS.

O00B’A3K0BI 00cTEKEHHSI MAWIEHTIB 3 AKTUBHUM (CUMIITOMATUYHUM 3aXBOPIOBAHHSAM):

— 30ip aHaMHe3y Ta Gi3UKaIbHE 00CTEKEHHS BKIFOYAIOYH PETEIbHY Majblallito JiM(PpaTHIHUX BY3JIIB
BCIX T'PYII, CEIE31HKH Ta IMEUIHKH.

— 3araJbHHI aHAJI3 KpOBi 3 GOPMYJIOI0 Ta MOPIBHIHHS 3 MOMEPEAHIMH MOKA3HUKAMH.

— bioxiMmiyauii ananmiz kpoBi: JIJAI', OimipyOGiH, CHPOBATKOBUN IMYHOTJIOOYNiH, MPSIMHIA
AHTUTTIOOYIIHOBHUI TeCT; /Ui BUKIIOUYEHHS aHeMii MOKYTh OyTH MPOBEACHI 1HIII OOCTEKEHHS; 10
MOYATKY JIIKYBaHHS MOBUHEH OyTH OI[IHEHUN (DYHKIIIOHATBHHM CTaH MEYiHKU Ta HUPOK.

— 30ip aHamHe3y Ta craryc iHGEKUIHHUX 3aXBOpIOBaHb Takux, sk rematut B (HBV), rematut C
(HCV), nuromeranosipyc (CMV), Bipyc imynonedinuty mroauau (BLJT); 3a HasBHOCTI MO3UTUBHUX
pe3ynbTaTiB, PEKOMEHI0BAaHO KOHCYIbTallld 1H(EKI[I0OHICTa IO MOYaTKY JIIKyBaHHS.

— MounekynspHo-reHeTnuHi oOctexxeHHss metonoM FISH s BusnauenHs nenenii 17 xpomocomu
[del(17p)].

— KT mmi, OI'TI, OYIl, OMT 3a HasBHOCTiI 30iIbIIeHUX MNpHU (izukanbHOMY obcTexeHHi JIB,
YPaKEHHIO JiereHb (MOXYTh OyTH KOPHUCHMMH JUIS OLIHKM IYXJIMHHOTO Tsrapss Ta pPHU3HUKY
CHHJIPOMY JII3UCY MTYXJIMHHU, OCOOJIMBO JI0 MOYATKY JIKYBaHHS BEHETOKIAKCOM).

— CupoBaTkoBuil piBeHb 0eTa-2-MIKpOTI00YIiHY, 1110 € BaXJIMBUM MPOTrHOCTUYHUM MapKEPOM.

Basxani o0cTeskeHHs:

— biomncis KicTKOBOTO MO3Ky MOXKe OYTH pO3IJIsiHyTa K 0a30BUH KpUTEpii OLIHKW BiANOBiNI Ha
Teparniro.

— JlonaTkoBi MOJEKYyIApHO-TeHeTH4HI oO0cTexeHHs MetooM FISH i BUSBIEHHS LMTOr€HETHYHUX
nopyuiens: del (11q) abo Tpucomiro 12 xpomocomu.

— CexBeHyBaHHS (3a JOCTYIHOCTI) /Il BU3HAUYEHHS MYyTallii MyXJIuHHOTO npoTeiny pS3 (TP53).



— BwusnHauenHs myrariiitHoro crarycy rea IGVH.
— TectyBanus Ha renaTtut E Ju1g namieHTiB 3 MO3UTUBHUM PE3YJIbTATOM Ha rematutT B.
IIpu mino3pi tpancpopmanii XJIJI:
— Xipypriyna Oiomcii BOTHMINA YPaKEHHS 3 IUTOJIOTTYHUM/TICTOJIOTIYHUM  JTOCIIHK CHHIM
MaTepiany, Ma3KiB-BiIOUTKIB Ui IPOBEACHHS AU(EPEHITIIHOT 1IarHOCTHKH.
— Ilepenik omepaTWBHUX BTpy4YaHb, SIKi 3aCTOCOBYIOTBCS Uil JIarHOCTHKH: €KCIU3iiiHa Oiomcis
YPaKEHOTO Tepr(PEepHUIHOrO JTIMPATUIHOTO By3iia a00 Oprany; qiarHOCTUYHA TOPAKO-/JTaapoTOMist
3 Oiomciero, ab0 TpemaHoOIONCis BOTHHINA YpaKeHHs, ad0 TOpPaKo, MeIiacTiHO-, JarapoCKOIis 3
MPULILTBHOIO Oi0TICiETO.
— KT mmi, OI'K, OYIl, 3aouepeBunHOr0 mnpocropy, OMT 3 BHYTpIIIHBOBEHHHM BBEICHHSIM
KOHTPACTY MOe OYTH KOPHCHUM JUIsl BUOOPY Mics Giorcii.
XJJI cain audpepenniroBaTH 3 IHIIMMHU JIEHKEMI30BaHUMU (popMamMu JTIMPOITHUX MYXJIUH,
JUTSl 4OT0, HacaMIlepe], BAKOPUCTOBYIOTH JTOCTIKEHHS IMyHOJIOTTYHOTO (heHoTuny kiitul. Cepen
CD5" niMQpoinHuX MyXJIMH BKpail BAXKJIMBO BIPI3HATH JTIM(POMY MAHTIHHOT 30HH, 1110 Ma€ 3HAYHO
MEHIII CIPUSATINBUH repelir i mporHo3: Ha BiaMiny Bin XJIJI ii kituan He ekcripecyrors CD23, onHak
MaroTh sickpaBy ekcrpecito slg, CD20, FMC7, CD79b. [Inst ocratounoro BukimodeHHss HI'JI 30Hu
MaHTIi BUKOPUCTOBYIOTh IMYHOTICTOXIMIYHE TOCII/PKEHHS Ha IPEIMET BUSBJICHHS €KCIpPECii IMKIIIHY
D1 ta FISH/iuTorenernune A0CaipKeHHS — JUTsl BUSIBIICHHsI TpaHciokartii t(11;14), xapaktepaux st
niMGOMHU MaHTIHHOT 30HH.

Kpurepil BcTaHOBIeHHS diarmosy B-XJLJI

B-mimd ot

‘/\

=< 5 x 10°/1 abo 5000/Mn > 5 x 10%/m1 aGo 5000/
JIimdraneHommaTis, S ITIT
CITeHOMeEeraIlsi, 1H(LUIBTPATIBHI

abo IMYHHI ITHTOIIeHI11

N AW

Hemace <
MonoknoHanepHHIII B- mnMdQroMa 3 MaJIIIx
FOTITHHHI T1MQOIIInTos mivcormTiB

Cragii 3aXxBOpIOBaHHA:

[Tlicns BctanoBnenHs niarHo3y XJIJI mpoBoauThes mpoleaypa BCTaHOBIEHHS CTajii
3aXBOPIOBaHHS, 10 Ma€ BUPIlIAJIbHE 3HAUCHHS JUUIs OOpaHHs TaKTUKH JIIKyBaHHS.

CraniroBanns XJIJI, okpiM 00’ €KTUBHOTO OIJIAy XBOPOT0, 0a3yeThCsl HA BUKOHAHHI HACTYITHUX
poLesyp:

- 3arajbHUN aHalli3 KPOBi 3 aKIIEHTOM Ha PIBEHb I'eMOTI00IHY Ta KUIbKICTh TPOMOOIIUTIB;

- PEHTT'€HOJIOTTYHE JAOCIIPKEHHS OpPraHiB rpyIHOT KIIITKH;

- xomn'torepHa Tomorpadis (KT) + nozutpon-emiciiina Tomorpadis (IIET) rpynHoi KiiTKH,
KHUBOTA 1 Tazy™;

*B pa3i HEMOXJIMBOCTI IPOBEAECHHS Ha NEBHOMY BIIPI3Ky 4acy — yJAbTPa3BYKOBE JOCIIKEHHS
(Y3]1) xuBoTa, Ta3zy Ta 3a04€pPEBUHHOTO IIPOCTOPY.

Cuctemu cragiropanusa XJIJI

Knacudikaris . .
craziit XJUT Cranis Kniniyai o3Haku
. A6comoTtHuii miMpormTos (>5x10%1 y nepudepuuniit kposi 3
3a Rai (0-1V) 0 > 40 % niMOIMTIB y KICTKOBOMY MO3KY)




I Crazis 0 + 30utbIIeH1 TiMpaTHYHI BY3/IH

Crapnis 0 + 30utbIIeH] cene3inka Ta/abo nevinka; JiMQpoBY3IH
30u1bIIeH] a00 HOpMAaJbHI

Cragis 0 + mmroc anemis (Hb<110 r/m un rematokput <33%);
aiMdoBy3nu abo cene3inka 30UTbIeHI 400 HOpMabHI

. Cragnii 0-111 + TpomOonMTOTICHIS (TPOMOOTIUTH <100><109/J1); MOXeE

OyTH OpraHOMerais Ta aHeMis

Pisens remorso6iny >100 /1, TpomGorutis >100x10%1; 30HM

ypakeHHs" < 3

3a Binet (A-C) B Pisens remorso6iny >100 /1, TpomGorutis >100x10%1; 30HM
ypaxxeHHs > 3

C PiBenp remorino6iny <100 r/m Ta/abo TpoMOOIUTIB <100x10° /n

B opranidmi J101uHA BUAVISAIOTH 8 AiMGOITHUX 30H:

1. [uitHo-HagKIIOYMYHA (IBOCTOPOHHS) BKJIIOYA€E MPUBYIIHUN, BEPXHBOIIUNHHUMN, cepelHbO- a0o
HIDKHBOIITUIWHUH, 3aJHBOIIMHHAN, HATKITIOUNIHUHN JTIM(POIIHI perioHHu;

2. AxcunispHa (ABOCTOPOHHS);

3. JlikTbOBa (ABOCTOPOHHS);

4. MeniactuHanbHa (OJHOCTOPOHHS) BKJIIOYA€E MapaTpaxeallbHUN, MeAlaCTUHAIBHUM TIMQOInHI
perioHu, nimM¢paTHUH1 BY3JIM KOPEHS JIETEHI;

5. Me3seHrtepiasibHa (OJHOCTOPOHHS) BKJIIOUAE ME3EHTEplaJIbHUM, MOPTAJbHUMN, YEPEBHUIM, BOPIT
cene3iHku JIIMQOIIH1 perioHu;

6. ITapaaopranbHa (OJHOCTOPOHHS) BKJIIOYAE TapaaopTaIbHUM, 3arajlbHUM KIIyOOBUH, 30BHINTHII
KJIyOOBHUH JTIM(OINHI pEerioHw;

7. IlaxoBa (ABOCTOPOHHSI) BKJIIOYAE MAXOBUM, CTErHOBHH JIIMPOIIHI perionu;

8. IligkoniHHA (IBOCTOPOHHS).

YckaaaHeHHs: THIMHO-3aNalbHI 3aXBOPIOBaHHS Ta ayTOIMyHHI (ayTOIMyHHa Te€MOJITHYHA
aHeMis, ayTOIMyHHa TPOMOOIIUTOTICHIs).

JudepeHuiaabHy AiarHOCTUKY XpoHiyHOT miMdoigHoi melkeMii CiIix TPOBOAUTH
HacaMmIiepesl i3 3aXBOPIOBAHHSAMH, SIKI CYIPOBODKYIOTHCS JiMQaaeHOmNaTiero Ta JM(OIUTO30M -
1HGEKIIIHHIM MOHOHYKJIC030M, TYOEPKYIb030M, HQEKIIHHUM JTiMEGOIIUTO30M. YCi 11 3aXBOPIOBAHHS
MaloTh CBOIO XapakTepHy KIIHIYHY CHUMITOMATUKY, HE CIIOCTEPIra€ThCsl 3HAYHOTO JICHKOIMTO3Y,
BIJICYTHI 3MIHH B KICTKOBOMY MO3KY. JlJIS BOJOCATOKJIITHHHOT JISWKEMii, HA BIAMIHY BiJl XpOHIYHOI
nimpoigHoi nelikeMii, XxapakTepHa BUpakeHa Audy3Ha peakiis Ha kuciy (ocdarasy B nimdouuTax,
sKa He MPHUTHIUYEThCS HATPIIO TapTpaToM. Y reMorpami 3yCTpIdaroThCs JTIM(OIMTH 3 BOPCUHYACTHMHU
BUPOCTaMH IUTOIUIa3MH («BoJiocari»). Baxko mudepeHiiroBatd XpoHiYHY TiMQOIiAHY Jeiikemiio 3
HEXO/DKKIHCBKUMH 3JIOSIKICHUMH 3pUTOKTITHHHUMHE JIiMpoMaMu B CTaJlii JIelKemizaiii. Y BCTaHOBJICHHI
JiarHO3y JOMOMAraroTh OIONCist Ta TICTOJOTIYHE MAOCHIIKEHHS JiM(GAaTHYHUX BY3JiB, IMyHHE
(dbeHoTUITyBaHHS.

Ha Bigminy Big XJUUI npu mimdorpanyinematosi nepudepuyHi giMpaTuyHi BY3IH MIUIbHI,
crasiHi MK co0O0 1 HAaBKOJIMIIHIMU TKaHUHAMM, 1HOJII B KOHIJIOMEpATH; B KpOBi — JTIM(OIUTONEHIS 3
HOPMaJIbHUM BMICTOM TpoMOOIMTIB; KIITHHM bepe3oBcekoro-lllTenbepra, 3HaiiaeHi mig dac
IUTOJIOTIYHOTO JOCHIPKeHHs OionTary JiM(paTHYHOTO BY3Ja, € OCHOBHOIO JTIarHOCTUYHOIO O3HAKOIO
JAHOTO 3aXBOPIOBAHHS.

InTOKCHKAalls, 30UTbLIEHHS NepupepudHuX JIMQPOBY3IIB, JEHKOIUTO3 3 JIMPOLUTO30M
XapakTepHi 1 Uit TyOepkynbo3y, 1 s XJIJI. Jlani mienorpamu Ta crienugiyHi JlarHOCTUYHI TECTH
TYOEpKYyIH03y J03BOJISIFOTH BN EPEHIIIFOBATH 00H/IBa 3aXBOPIOBAHHSI.

CnutbHOIWO 3 IH(EKIIITHIM MOHOHYKIIE030M € Taka CHUMITOMATHKAa - aHriHa, JIMXOMAaHKa,
30UIBIICHHS TIEUiHKH, CEeJIe31HKH, JiMGOBY3IIB, NeiikonuTo3 3 JdiMpo- i MoHouuTo3oM. IIpore mpu
1H}EeKIIITHOMY MOHOHYKJI€031 BIICYTHI aHEMIYHHMI Ta TeMOpariYHui CHHIPOMH; B TeMOTpaMi HOpsiA 3
TiMGPOIMTO30M 1 MOHOITUTO30M - MOHOHYKJICAPH.




JletikeMizalito mpu JiM(POUMUTOMI, SKa MOXOAUTH BiJ KIITHH MAHTIHHOI 30HH JiM(aTHIHOTO
BYy3J1a, MOXJIMBO BimnudepeniitoBata Big XJUJI 3a momomororo peaxiii peHOTHITYBaHHS: €KCIIpeCis
CD23 xapaxtepHa amus igiMpomu, Tofi sk antured CDS € xapakTepHUM IMyHOJIOTTYHUM MapKepoM B-
XJUL

IIpornocTuyHi pakTopn pusuKy:

OxpiM Crafaii 3aXBOPIOBaHHS, BH3HAHMMHU NPOrHOCTHYHMMH 4uHHUKaMu XJUJI € Tak 3BaHi
CHpOBATKOBI ~ Mapkepu (piBeHb JIaKTaTAETiApOreHa3W, [2-MIKpOTioOyliHy, THUMIIWHKIHA3H,
posunnenoro CD23), wac moaBoeHHs niMmpounTo3y B nepudepudHiii KpoBi, aTHUIOBa MOP(HOJIOTis
TIMQOIIHTIB.

Cepen HOBUX HETAaTMBHUX IPOTHOCTUYHUX MapKepiB HAHOUIBII 3HAUYHIMMH € HEMYTOBaHHA
CTaTyC BaXKUX JAHMIOTIB iMyHOTNOOYiHIB (1gVH), migBumena excrpecis nporeinkinasu ZAP-70 B
neiikemiyanx kirituHax 1 CD38 Ha moBepxHi KIIITHH, a TAKOX HAsSBHICTH IIUTOTCHETHYHUX aHOMAJIIN:
del(17p), del(11g) Ta t(11qg;v). Xpomocomua anomaiis del(13(q) moB’s3ana 3 CHPUATIMBAM
nepe0iroM, To/I1 sIK IPOrHOCTUYHA 3HAUYIIICTh TPUCOMIT 12 XpOMOCOMH 3aIUIIAETHCS CYIIEPEUTIUBOIO.

IMoka3anHs 10 No4aTKy cneniajbHoro JikyBanusa XJIJI — HasiBHiCTh 01HOT0 3 3a3HAYEHHUX
NATOJIOTIYHUX CTaHiB: (HyMepauisi He Bi1oOpaxae BaxJINBICTh CUMIITOMIB)
1. Tlporpecyrounii nimM¢poIUTO3: 30UTBIIEHHS KUIbKOCTI JiMpouutie >50% 3a 2 wmic., mnepiof
MTOJIBOEHHS KUTHKOCTI JIIM(OIIMUTIB MEHIII HIK 6 MICSIIIB.
2. Anemis (I'6<110 r/m) ta/abo tpombGouuromneHis (Tp<100 I'/m), mo oOymoBieni H)ITBTpaIli€to
KICTKOBOTO MO3KY MaTOJOTTYHUMU JTIM(POIIUTAMH.
3. 3arangbpHi CHMIITOMHU:

a) JIuxomanka 0e3 o3HaK iH(eKIiitHOTO TIpotiecy (TemmnepaTrypa > 380C nBa 1 OUTbIIIE THKHIB);,

0) Hiuni criitHiHHES TipoTsrom 1 Micsist 6€3 o3HaK 1HQPEKIIHHOTO MPOIIECY;

B) HenaBmucHa BTpara Baru > 10% 3a 6 micA11is;

r) 3HayHa BTOMJTFOBaHICTh, BUpakeHa cinaokicts, ECOG > 2.

4. AyroiMmyHHa aHeMisl Ta/ab0 TPOMOOIIMTOIICHIS.

5. Macugna (> 10 cMm y HallOUTbIIOMY AiamMeTpi) abo mporpecyroya JriMdaaeHOmaTIs.

6. MacuBHa (> 6 cM HIK4Ye JTiBOi pebepHOi Ayru) abo mporpecyroda CrijeHOMETaTis.

32iono ocmarnHix pekomenoayitl abcoIOMHA KilbKiCmb TMBOYUmMie uu HaseHicmo
IHeKYIHUX YCKIAOHEHb He € CAMOOOCMAMHIMU NOKA3AMU 00 [Hiyiayii yumocmamuyroi mepanii. 3
iHWO020 OOKY, NOKA30M 00 IHIYiayii 1iKY8aHHs Modce OYmu yuacms y mpaiiii, NOpyuleHHs pyHKyii
OKpeMUx 0peamie, no8 sa3aHux i3 3axe0pro6anHHsaM, o3Haku mparnc@opmayii XJIJI.

IIpoTunokasanHs 10 creHiaJbHOIO JiKYBaHHSA:

1. Cran 3a mkanoro ECOG 4 6anu.
2. TlopymenHst (yHKIIIT MEYiHKH, HUPOK, CEPIIEBO-CYIMHHOI Ta Oyab SIKOi 1HIIOI CUCTEMH Ba)KKOTO
CTYIIEHIO.
3. IIposiBu Oyab-SKOro TUIYy TOKCUYHOCTI npotunyxiauHHoro jgikyBaHHs (III IV crynento 3a CTCAE )
710 YCYHEHHSI POSIBIB TOKCUYHOCTI.

Cxemu moJixiMiorepanii, SiKi 3aCTOCOBYIOThLCS JUIA JdiKyBaHHs nanieHTiB 3 XJLJI
ChL+R: XimopamoOyrn y no3i 10/mr/aens 7-14 nxis, Putykcumad 375 mr/m? B/BeHHO B | J€Hb.
[IpoBomuThcss kKOXHI 3 TwkHI. HacTymHuit Kypc mouMHaeThcss Ha 22 JEHb BiJ MEPHIOrO JAHS
MOTIEPETHBOTO KYpCY.
ChL+Odarymymad: XnopamOyi y no3i 10/mr/nens 7-14 nuiB, Odarymymad 2000 mr B/BeHHO B
1 nensb. [IpoBonuThCst KOkHI 4 THkHI. HacTynHuit kype mounHaetrbes Ha 29-# AeHb BiJ MEPILIOTO JHS
MOTIEPETHBOTO KypCYy.
ChL+006inyTy3ymad: OGinyTy3yma0: 1 muxi: 1000 mr B/BeHHo B 1, 8 Ta 15 nui 2—6 nukia: 1000 mr
B/BeHHO Bl neHb, XnopamOyuua mnepopaibHOo B AHi 1- m 15-i1 B no3i 0,5 wmr/kr macu Tina.
IIpoBoauThCcst KOXHI 4 THkHI. HactymHuit kypc mouynHaeTbcs Ha 29-M1 AeHb Big MEpLIOro JHS
nornepenHboro Kypey. Cxema Juisg ocid MOXMIIOTO BiKY, SIKi MONEPEAHbO HE OTPUMYBAJIH JIIKYBaHHS,
MalOTh CYNYTHI 3aXBOPIOBAHHS Ta SIKUM HEMOXXJIMBE MpPOBEIEHHs Teparii Ha ocHOBI (iynapabiny y
MOBHUX J103aX.
BxR: benmamyctun 90 mr/m? B/Benno 1, 2 mui, Purykcumad 375 mr/m? 1 muki, moTiM 3 2 HHUKITY
500 mr/m2 B/BenHo B 1 nenb. I[IpoBoautbes koxxHi 4 THkHI. HacTynmHM Kypc TOYMHAETHCS HA




29 neHsb B MEPIIOTO JHS MOMEepPeIHbOTo Kypcy. CxeMa is mamieHTiB crapiie 70 pokiB abo marieHTiB
Moutoire 70 pokiB 3 HASIBHOIO CYITYTHBOIO MATOJIOTIETO.

F+R: ®nynapabin 25 mr/m? B/Berno 1-5 aui, Putykcumad 375 mr/m? B/BeHHO B 1-if JeHb NOYMHAIOYH
3 3-ro nukiy. [IpoBoauThCs koxkHI 4 TkHI. HacTynmHuMil Kypc mounHaeTbest Ha 29 JEHb BiJ MEPIIOro
THS TIOTIEPETHBOTO KYPCY.

FCxR: ®nynapabin 25 mr/m? B/Benno — aenb 1-3, Huknodocdamin 200 mr/m? B/BeHHO — 1eHb 1-3,
Putykcumad 375 wmr/m? B/BeHHo B 1 gnenb. IlpoBogmtbess koxHi 4 TwkHI. Hactymamii Kypc
MMOYMHAETHCS HA 29 NCHB BiJl IEPIIOTO JHS MOTIEPEIHBOTO KYpCy.

Odarymymad: Odarymymad 300 mr B/BeHHO iHOY3is B neHb | Twkas 1, motim 2000 Mr B/BEHHO
iH}y3is 1 pa3 B 7 quiB. [IpoBomuThes § THXKHIB, TOTIM KOXHI 4 THkHI 4 iHY3II.

CVP£R: Purykcumab 375 mr/m? B/BenHo 2-3-ronunHa iHOy3ist B 1 gens, Huknodocdamin 300 mr/m?
B/BeHHO 1-5 nmi, Binkpuctun 1,4 mr/m? (Makc — 2 wmr) B/BenHo | nens, Ilpemnizonon 40 mr/m?
nepopasibHo 1-5 nmHi. [IpoBomuThes KOXHI 3 THxkHI. HacTynmHUE Kypc MOYHHAETHCS HA 22-1 JICHDB Bif
MIEPIIOTO JHS MOMEPETHBOTO KypCy.

Ouinka 6i0nogidi na mepaniio 30ilicHioembca 3a Kpumepiamu Midxcnapoonozo ceminapy
3 Xpouiunoi nimgpouumapnoi _neuxemii (International Workshop on Chronic Lymphocytic
Leukemia, IWCLL):

IloBHa BignmoBiAb: BiICYTHICTH JiM(aZeHOMNATIi Ta TeNaTOCINIEHOMETalii; BIICYTHICTh «3arajlbHHUX
CUMIOTOMIB» (BTpata Macu Tina, npody3Hi HIYHI IOTH); HOPMajbHI MOKAa3HUMKH KpOBl, a came:
KUTbKICTh HeWTpodinie > 1,5 I/m), kimpkicte TpoMOormuTie > 100 I'/m, KiTbKICTE JTIMQOIUTIB
< 4 I'/n, BmicT remorno6iny > 110 r/n1; B mienorpami Ta TpernaHo0ionTaTi KUIBKICT JIM(OIUTIB
menme 30%. Sxmo B OlomTari KICTKOBOTO MO3KY BHSBISIOTBCS HOIYISIPHI  CKYMUEHHS
TiMGOIUTIB, L€ HE CYNEePeunuTh KPUTEPIAM IMOBHOI peMicii.

YacrkoBa BianoBiab: > 50% 3HMKEHHS KUIBKOCTI JiMQouuTiB mnepudepuyHoi kposi; > 50%
3MeHIIeHHs JiMdaaeHomnatii Ta/abo > 50% 3MeHIIeHHs po3MIpIB CeNe31HKH Ta/abo MediHKU + OUH 3
kputepiiB: 1) kinbkicTe rpanymouutiB > 1,5 I'/n (abo 30iumbiieHHs ©Ha 50% y moOpiBHSHHI 3
BUXIJTHUMH TIOKa3HUKAMH); 2) KUTbKiCTh TpoMOormtie > 100 I/m (abo 306imbmienHs Ha 50% y
MOPIBHSHHI 3 BUXITHUMH MOKa3HHUKAaMH); 3) BMICT remMorio0iny > 110 r/n (abo 36inbmienHs Ha 50% y
MOPIBHSHHI 3 BUX1JTHUMHU TTOKa3HUKAMH).

IIporpecyBanns 3axpoproBaHHs: > 50% 30uIbIlIeHHS B JlaMeTpl Xo4a O ABOX JIiM(OBY3IIIB

MMiJ 4Yac JBOX OCTaHHIX OIIAAIB 3 iHTepBasioM B nBa TwkHi (LLlonaliMenme omuH JiMQOBY30II
MOBHHEH CKIajaTH > 2 CM B JiaMeTpi); TMosBa HOBUX 30UTbLICHUX JiMPOBY3IiB; > 50%
30UTBIIIEHHST PO3MIpIB TEYiHKKA Ta/ab0 CeNe31HKH; MosiBa remato- abo CIUICHOMeraiii, sKi paHiiie
He BH3Ha4yaiuch, > 50%  migBUIEHHS aOCOMIOTHOI  KUIBKOCTI IUPKYJIIOIOYUX  JTIMQOIMTIB
(3aranpHa KUIBKICTh TIPH IIbOMY NMOBHHHA OyTH He MeHme Hibk 5 I'/m); Tpancopmaris B OuUTbII
arpecuBH1 (opMH 3aXBOpIOBaHHA (cHMHApPOM Pixtepa, mpoaiMoIruTapHuil JIEHKo3).

Crabinizauisi 3aXBOpIOBaHHS: HE HACTYNUJIO HI MOBHOI HiI YacTKOBOI peMmiciil BiACYyTHI

O3HAKU MPOTPECyBaHHS 3aXBOPIOBAHHSI.

Posrnsimatore mpomeHeBy Tepariis A7 MAali€HTiB, Ui SKUX ~ XIMIO-IMyHOTepamis
HeepekTHBHA abo mpoTHnoka3zaHa. Mani go3u npomeneBoi tepamii (PBI — 2 I'p, mo 2 dpakmii
Ha OCEpPEeJKHU MATOJOTTYHUX JiMGaTHUYHUX BY3JiB) MPU3HAYAIOTh MNPU CHUMIITOMAX I'€HEepai30BaHOl
/ macuBHOi nimpoanenonatii. bitbmr Bucoki mo3u (30 I'p 3 dpakmionyBanusm 2 — 3 I'P)
NpU3HAYAIOTh MpHU TpaHc(hopMOBaHMX arpecMBHMX (opmax xBopoOu abo mnamieHtam 3 TP53
aHOMAJTISIMHU.

Cnpas:xxus noJinurtemisa (CII, epurpemisi, xBopoda Bake3a) Hanexutb 10 XBOpoO 3
HEOIJIACTUYHOIO KJIOHAIBHOIO TMpoJiidepalieo epuTpoiqHOro, MErakapioluTapHOro Ta MI€JNOigHOTO
MapOCTKIB KPOBOTBOPEHHs. Y OulblIOCTI NainieHTiB BuzHavyaeTbest JAK2-V617F myranis, BIIKpUTTS
SKO1 CTIPHSIIO MOKJIMBOCTI MPOBEJICHHS TU(PEePEHIIANTBHOT J1arHOCTUKH.

Emionocia ma namozenes. Ilpuuunu CII He Biomi, MpoTe JOBEACHO KIOHOBE MOXOKEHHS
3aXBOpIOBAaHHS. Tako)X BCTaHOBJECHO YITKUH NPUYMHHUN 3B'S30K PO3BUTKY 3aXBOPIOBAHHS 3
palioaKTUBHUM OTPOMIHEHHSM (OIMCAaHO cepell ONMpOMiHEHHX B SMOHIl), XIMIYHUMH YHHHUKAMH Ta
OEH3UHOM.

Knonansna npupona mienoignoi npomideparii npu CII goBenena nocmimkeHHsaMm 5-6-OJ1 y
XBOPHX MYJATOK, TETepo3iroTHUX 3a uuM ¢epmeHoM (icHyloTb A-i B-tunm ¢epmenty). B




EpUTPOIUTAX, TPAHYIOIUTAX Ta TPOMOOIMTAX BHUSBJICHO JIUIIE OJWH TUM IUX (EPMEHTIB, TOJI 5K Y
¢i6pobmacTax mKipH, KICTKOBOTO MO3KY - 00H/IBA.

Crnemudiuanx muroreneTnunnx anomanii npu CII nHe BusiBieHo. TpamisioThest criopaandHi
XpOMOCOMHI abeparlii B MIETOIMHUX KIIITHHAX, TakKi K TpucoMmis § abo 9, iHTepCTHIliifHA eeris
xpomocomu 20, TpUCOMis BCHOTO JOBrOro Iuieda XpomMocoMu | abo HOTro YacTKW, BUHUKHEHHS
Mmapkepa 13q. Ase iX HasBHICTb HE € HETraTUBHOIO POTHOCTUYHOIO O3HAKOIO.

JloBezieHo, 110 TPU epUTPeMii pIBEHb EPUTPOINIOCTUHY B CHPOBATIII KPOBI 3HIDKEHUH Ha BIIMiHY
BiJl BTOPHHHHUX €PUTPOIUTO3IB, CIPUYNHEHHX TIMOKCIEI0 Ta ASIKUMHU MyXJIHMHAMU. Byno mokazaHo, mo
YTBOPEHHS E€PUTPOLIMTAPHUX KOJOHIM B KylIbTypi KicTkoBoro Mo3ky npu CII BinOyBaerbcs 6e3
J0JJaBaHHS E€PUTPOIIOCTHHY. B 3B’513Ky i3 ocTaHHIM BUCYHYTO NMPUIYIICHHS, 1O MPH CII EPUTPOLIHTO3
HE PETYIIOEThCS 3BUYAMHUMH (i310JOTIYHUMHE MEXaHi3MaMH i € aBTOHOMHHUM. J[0BEIEHO HASBHICTH
JBOX TOMYJISIIA EpUTPOIMTAPHUX KOJOHIEYTBOPIOBAIBHUX KIITHH — OJHA 13 HHUX SBJSE COOOIO
HOpPMaJIbHI €pUTPOIAH1 KIITUHU-TIONEPETHUKH, 1HIIIA € aHOMAJIbHOIO, Ma€ KJIIOHOBE TOX0 keHHs. Came
OCTaHHS MOMYJIALISA KIITHH 3yMOBIIIOE€ PO3BUTOK 3aXBOPIOBAHHS 1 MIEpUYyTIUBa HABITh JO HE3HAUHUX
703 epuTpornoeTHHy. [Ipu CHMNTOMAaTHYHUX €PUTPOLUTO3aX Iei (PEHOMEH CIOCTEPIraeThCsi JOCUTh
piako. OTXe, OCHOBHUM NaTOI€HETHUYHUM (PAKTOPOM CIPaBKHBOI MOJIIUTEMII € TiNepuyTJIUBICTD
CTOBOYpOBO1 KPOBOTBOPHOI KIIITUHU JO E€PUTPONOETHHY 1, MOXKJIMBO, J0 IHIIMX T€MOMOETUYHUX
¢akTopiB, IO MNPU3BOIUTH B MOJAIBLIOMY 10 IHTEHCHBHOI mposideparnii ycix TpbOX pPOCTKIB
KPOBOTBOPEHHSI.

XapakTepHUMHU narosioroaHatoMidHuMH 3MiHaMu nipu CII € mepenoBHEHHsI BCIX OprasiB i
TKaHUH KpPOB'IO, TPOMOM B cyAuMHax. B epuTpemiuHiii cTajaii y KICTKOBOMY MO3KY CHOCTEPIraeThCs
TOTaJIbHA TiMEpIiazis TPhOX MAPOCTKIB 3 MOBHUM BUTICHEHHSM KHPY, MPOTE€ MOXYTh OyTH Taki
BapiaHTH, K Tilepruia3isi TUIBKKM EpUTPOIAHOTO Ta MeErakapiolMTapHOTO IMApOCTKIB, Tinepriiasis
€pUTPOITHOTO Ta TPAHYIOLUTAPHOIO NAPOCTKIB ab0 Timepruiazis MepeBaXKHO EpUTPOLUTAPHOTO
napocTka. Cene3iHka MmepenoBHEHA KPOB'tO 3 BOTHUINAMH 1H(GAPKTIB PI3HUX CTPOKIB TaBHOCTI, MAlOTh
MicIIe IOMIPHI Y¥ 3HAYH1 O3HAKH MIEJOIAHOT MeTaruiasii 3 JoKaIi3aliclo B CHHyCax.

B anemiuHiii cTazgii 3axXBOPIOBAHHS CIIOCTEPIra€ThCs TOCHJICHA MIEJIOITHA MeTarasis
CeNe3IHKH, TEUYIHKH Ta remarocruieHoMmeranis. KicTkoBuil Mo30k 3ae0utbinoro (idbpo3oBanuii, npu
IIbOMY MI€JIOiTHA TKaHWHA MOXXE€ OYTH SK TINepIula3oBaHa, TaK 1 PEIyKOBaHA, 3POCTa€ KUIbKICTh
MOp(OJIOTTYHO 3MIHEHHUX CyIUH. BinOyBaeTbcst HeeeKTUBHUN €PUTPOIIOES.

TpuBagicTh KUTTS €PUTPOLMTIB 1 TPOMOOIMTIB CKOPOUYYETHCSA MPOTOPUIAHO A0 30UTBIICHHS
CEJIe31HKH.

Kuiniyna kaptuHa. 3axBOPIOBAaHHS MMOYHMHAETHCS TOCTYIIOBO, 1 MEPIIUMU O3HAKaAMHU HOTO
MOXYTb OyTH TIOYEPBOHIHHS IIKIPH OOJWYYSI Ta PYK, CIA0KICTh, BAXXKICTh Y TOJIOBI, TPUBAJIi KPOBOTEY1
3 siceH Tmicis ekcrpakiii 3y0iB. Wasserman ta Gilbert y 1966 p. moaummiad CUMOTOMH KJIIHIYHOTO
nepe6iry CII Ha Tpu cranii.

Js 1 cranmii xapakrepHa 1uieropa. B aHamizi KpoBi - MOMIpHHME epuTpouuTos. Ilpu
TICTOJIOTIYHOMY JOCHTIIKEHHI KICTKOBOIO MO3KY BHSBJISIOTHCS O3HAKH MAHMIENI03y, B OKPEMHX
BUIIQJIKaX TICTOJIOTIYHA KapTHHA TpemaHy Moke OyTu HopMaibHOIO. Llg mnouaTkoBa cranis
MaJIOCUMIITOMHA, ToMy aiarHoctyBaT CII y neit nepion ckinagHo. IIpore TpoMOOTHYHI yCKIIaHEHHS
B I cranii CII yxxe coctepiratotbes.

I A-cragis CII - ue epurpemiuHuid, abo MepioJ PO3rOPHYTHX IMPOSBIB 3aXBOPIOBaHHS 0Oe3
MienoigHoi metamnasii cene3inku. g cranis moxe TpuBatu 10-15 Ta Ounbiie pokiB. Y 1el mepion
3aXBOPIOBAHHS TAllIEHTIB YK€ HEMOKOiTh CIAOKICTh, MITJIMBICTh, CBEPOIHHS WIKIPU IICIS MUTTS,
NPOsIBU epuTpomenanrii (roctpuil OuUTh Ta NMOYEPBOHIHHS KIHUMKIB majibliB). [Ipu oO'ekTHuBHOMY
0OCTEKEHH1 BUSBIISIETHCS MOUYEPBOHIHHA 3 LIAHOTUYHMM BIITIHKOM HIKIpH, OCOOIMBO OOJMYUs Ta
KIHI[IBOK, CJIM30BUX OOOJIOHOK, IH'€KIisI CKJep, CIUIEHO- Ta remaromeraiis. TpomOo-remopariusi
YCKJIaJIeHHSI BUHMKAIOTh YacTille, HDK Ha | crtanii 3axBoproBaHHsA. B aHami3i KpoBi - epUTPOLUTO3,
BMICT T€MOTJIO0IHY IIepeBUIIlYE HOPMY, TPOMOOIIMTO3, JEUKOLIUTH B MEXKax HOpMH a0o jemio OiibIie,
B JIeHKOrpaMi HEHUTpodiIb03 31 30UIBIIEHUM BIACOTKOM MaTUYKOSACPHUX KIITUH Ta Oa3zodimiB. Y
KICTKOBOMY MO3KYy — TOTaJlbHa TPbOX MapOCTKOBA TiMepIuiazis 31 3HAUHUM Merakapionutoszom. Ilpu
TiCTOJIOTIYHOMY JIOCHIKEHH]1 KICTKOBOI'O MO3KY CIOCTEPIra€ThCsi IMOBHE BUTICHEHHS KHPOBOTO
KICTKOBOT'O MO3KY TilepIlIa30BaHOI0 IeMONOETHYHOIO TKAHUHOIO 3 BUCOKMM BMICTOM MEIaKapiolHUTIB.



®i0po3 maibke y BCiX BUMAIKaX BIACYTHINA, MOXKIMBUI PETUKYIIHOBUN Ta BOTHHUIIEBHHA KOJAreHOBHUN
Miesno(hiopos3.

IT B-cTanis xapakTepu3yeTbcs TUMH CAMUMHU KITIHIYHHMHU CHMIITOMaMmH, mo i I craxis, ane
Ot BUpasHuMH. Ll cramiss epuTpeMidHa, aje BXKE 3 MIEJIOIMHOI METAIUIa3ie€l0 CeNe3iHKU.
CnocrepiraeTbcsi BACHa)XEHHSI XBOPOT0, BTpaTa MacH Tila, YacTilIaloTh TPOMOOTHYHI Ta TeMOpariati
ycknaaHeHHs. B nepudepiiiniii KpoBi BUABISETHCS MiIBULIICHUN BMICT reMorio0iny (1o 200-220 r/i,),
€pUTPOLMTO3, TPOMOOIINTO3 Ta JeUKOIMTO3 10 15-20x10°/11,31 3pymIeHHsIM y GOPMYITi 10 MIETOIHMTIB,
3'BISIIOTHCS TTOOJJMHOKI epuTpokapionutu. BmicT myxHOi dochaTazu B HeHTpodinax miIBHUILICHHH.
[Tpr OMUTONOTTYHOMY IOCII/KEHH] KICTKOBOTO MO3KY, sK 1 II A-crazii, BUSBISAE€THCS MaHMIENO3, ae
BXKE 3 TEpPEeBarol TilepIuia30BaHOrO TPAHYJIOIMTAPHOTO IMapocTKa. B TpemaHari cmocrepiraerbes
PETUKYIIIHOBHUI Ta BOTHHUIIEBHI KOJIAreHOBUI Mies10(iOpo3.

III cragis CII — anemiuHa. Y mnepudepiiiHiii KpoBi BHSABISETbCS 3HWKEHHS KUTBKOCTI
€pPUTPOLIUTIB Ta BMICTY IeMOIJIOOIHY, TPOMOOIMTO- Ta JIEWKOMEHIs. Y 30UIbLICHUX CeNe3iHIll Ta
MeYiHIll BiAOYBa€ThCA MI€NOiMHA MeTaruiadis. Y KICTKOBOMY MO3KY BHUPaKEHHH Mienodiopos,
BOTHUIIIEBUN MIEJIONOE3 TIOYACTH 30epeKeHUH.

Jiarnocruka:
e aHajli3 KpOBI: pIBEHb IeMOrJOOIHY pPI3KO MIABUINEHUN 1 MiABHUILEHA KUIBKICTh JEHKOIMTIB Ta
TPOMOOIIUTIB;
® CTepHANbHUN MYHKTAaT: MPU LOMY 3aXBOPIOBAHHI SIK MPAaBUJIO ITYHKTAaT KICTKOBOTO MO3KY
He1H(GOPMAaTUBHUK;

® TpemaHaT KiCTKOBOTO MO3KY: XapaKTepHa TPhOXPOCTKOBA TilepIulasis, B OCHOBHOMY €pPHTpPOiIHA
Ta MerakapionuTapHa. [Ipy ipoMy MerakapioluTH pi3HUX PO3MIpIB, CKYIUYIOThCS OIS CHHYCOi/IIB
Ta Tpabekyn, y 30 % petuxyniHoBHil (piOpo3;

e wmouekyisipae nociipkenns (JAK2): VO17F myraris BusBisierbest y 95 % nartienTis 3 CII;

® [MTOTrCHETUYHE NMOCHipKeHHs: He € pyTuHHUM mpu CII, ane y 30 % mamieHTiB MalOTh aHOMATII,
HanOuTpII THIOBUM € 20Q-, +8, +9, 7-, 10-;

e OioxiMIYHE JOCIIDKEHHS KPOBi: BU3HAYECHHS CHPOBATKOBOTO EPUTPOIIOETHHY, (DEPPUTHHY, JTY>KHOT
(docdaraszm, a TaKOXK PIBHSI CEUOBHHHU.

HMiarnoctuuni kpurepii CII (BOO3, 2008): Benuki kputepii: 1. remorno6in > 185 I'/m mns

4oJIOBIKIB, > 165 I'/nm mst xkinok; 2. HasBHICTE JAK2-V617F abo nmomiOHuX MyTaltiif; Maji KpuTepii:

1. TproxiiHiiiHa mposideparrisi KICTKOBOTO MO3KY; 3MIHHA PIBHS €PUTPOIIOSTHHY B CHPOBATIIl KpPOBI,

30UTBIIIEHHS YUCIIa KOJIOHIN B KYJIbTypl TKAHHHH.

Jugpepenyinnuir  odiacnoz cnig nupoBoautH MbK CII Ta BTOpHHHUMH aOCOJIOTHUMH
epUTPOLIUTO3aMU. BTOpHUHHI €pUTPOIMTO3M MOXYTh BHHHUKATH IpPU T'eHEpalTi30BaHId TKaHUHHIH
TiMmoKcii — XpOHIYHI OOCTPYKTHBHI 3aXBOPIOBAHHS JIETCHIB, BPOJ/PKEHI «CHHI» Baaud CepIis,
apTepiOBEHO3HI CITIBYCTA, OXKUPIHHS - CHUHJIPOM [TikBika, HaaMIipHE MaJiHHS
(kapOokcuremMoriao0iHeMis ), TeMOTII00IHOTATIT 3 MIABUIIIECHUM CIOPIAHEHHSAM JI0 KUCHIO, nedinut 2,3-
nudocdoruiepary B epuTPOLUTAX.

[Ipu nmyxnuHax - rinepHedpoinHuil pak HUPOK, reMaHriodbJacToMa Mo304Ka, Ternaroma, Mioma
MaTKd, TyxJinHU (abo rinepruiazii) KOPKOBOroO Ta MO3KOBOTO IIApiB HAHUPHHKIB, aJieHOMA Ta KHUCTa
rinoizy, MacKyniHi3yloul MyXJWHU si€dHUKiB. [Ipu nokanpHIi imemii HUPOK - KUCTH HHUPOK
(comitapui, MHOKXHHHI), TigpoHedpPO3, CTEHO3 HHUPKOBOI aprepil, BIATOPrHEHHS HHPKOBOTO
TpaHCIIAaHTAaTYy.

Ha nouarky 3axBopioBanHs CII y uacTMHHM XBopuX mepedir XBopoOM Oe3CMMITOMHUIA.
[IporHocTnyHuMHU (hakTOpamH, fKi MOTIPUIYIOTH NMPOTHO3 €: MiJABULIEHHA KUIBKOCTI TPOMOOLUTIB
>1500 I'/n  (Moxe MPUBOAUTH /IO PO3BUTKY KpPOBOTEY, ajie HE TpoMOO3iB); MiJBHUILEHA KLUIbKICTbH
neiixouuTiB > 15 I'/n Ta piBens JAK2-V617F myraniil, skuii € pu3ukoMm Ui pO3BUTKY TPOMOO3IB.

IToxazamu Ui NpU3HAYEHHS JIIKYBaHHS € IMporpecis XBOpoOM: piBeHb reMoryiodiHy > 165-
185 r/m; kimpkicTe JeiikormTiB > 15 ['/m; miABUINIEHHS KUTBKOCTI TPOMOOINTIB, HASBHICTH
TPUPOCTKOBOI Timepriiasii B TpemaHaTi KICTKOBOT'O MO3KY; MiJBHUINEHUN pIBEHb €PUTPOINOETUHY,
(bepuTHHY; CIIJICHOMeratis; aHOMaJbHUNA KapioTurl; HasBHICTh JAK2-V617F myrartii.

JlikyBannust CII 3anexuTh Big HasiBHHX mnporHoctudnmux ¢akropiB: 1) [lamientun 3
HU3LKUM PUBUKOM PO3GUMKY MPOMOO3i6 TIIATAIOTh: HEBIIKIAIHUM eKc@y3ism €pPUTPOLMTIB IS
3HWKEHHS PIBHS reMOIJIOOIHY Ta HOpMaJi3allii TeMaToOKpUTY, SKi IPOBOIATHCS KOXHI 2-3 aHi (y oci0



MOXUJIOTO BIKY JBiYi Ha THKICHB); MPU3HAYCHHIO KUCIomu ayemuicaniyunogoi 75-100 Mr moaeHHo
(TIpu BiACYTHOCTI ypa)KeHb HUIYHKY), IO CYTTEBO 3HWKYE PU3UK KPOBOBHJIMBIB, eMOOIiH, TPOMOO3iB
MaricTpajbHUX CYAMH, CMEpPTi BiJ KapaioBacKyiasipHux mnpuumH; 2) [lanieHtam 3 npomiychum
PUBUKOM PO3GUMKY MmMPOMOO3ié TIPOBOIUTHCS IHAWBiMyanmi3oBaHa Teparid. Tak, y TaIli€HTIB
Moommux 40 pOKIB TpH HASIBHOCTI JEHKOIUTO3Yy, TPOMOOIMTO3Y, CIUIGHOMEraiil IOITLHO
MPOBEJICHHS IMTOPEIYKIIMHOI Tepamii i3 3aCTOCYBAaHHSM [Hmepghepony-o. 1a 2i0poKcuxapoamioy;
3) IlamieHTaM 3 GUCOKUM PpUZUKOM PO3BUMKY MPOMOO3i6 TIPU3HAYAETHCA TiAPOKCHKApOaMin,
nounHarouu 3 15-20 Mr /Kr/neHp 10 3HWKeHHS reMatokputy A0 0,45 1 KUTbKOCTI TEHKOLUTIB HE HUKYE
3 I'/n. KoHTpois 3a MOKa3HUKaMU MPOBOJUTHCS KOXKHI 2 THXHI, a TOTIM KOKHI TPU THXKHI HEOOX1THO
YTPUMYBaTH CTaOUIbHI MOKa3HUKU KPOBI. [Hmepghepon-o. NO3BOISE KOHTPOIIOBATH EPUTPOIMTO3 i
MPUBOANTH 1O 3HIDKEHHS KUTBKOCTI JICHKOIUTIB, 3MEHIICHHS PO3MIpiB cene3inku. IIpu3HavaroTs 1o
3 miH OJ] KOXHWI JeHb, JO HOpMali3aiii TeMaTOKPUTY, IO J03BOJISE PEAYKYBaTH JIO3Y JO
nigrpumytoydoi. [lpenapar pekomena0BaHuM AJs JTIKYBaHHA MalieHTIB Mojoamux 40 pokiB, XKIHOK, SIK1
TOJAYIOTh TPYAJIO Ta BariTHUX. AHaepenio BIUIMBAE HA BU3PIBAHHS METAKAPIOIHUTIB, 110 MPUBOIUTH JI0
3MEHILIEHHsI KUIbKOCTI TpoMOouutiB. Ilpu3Hauvaerbcst B 1031 2-3 MI/A€Hb, TepanmeBTUUHUN edeKT
HacTynae uepe3 14-21 pgenb. [lpum po3BuTky wMmienogidpo3dy Ha ni3HIX craaiax CII mokazana
CUMIOTOMATUYHA Tepamis: MpU aHEMIYHOMY CHHApPOMI — remMoTpaHcdy3ii, NpHU3HAUEHHS
PEKOMOIHAHTHUX €PUTPOIIOETHHIB, IPH BUPAKEHOMY JUCKOMQOPTI, MOBTOPHUX IHPAPKTaX CENEe31HKU
abo rinepciieH3Mi - CIuleHeKToMid. YacTo micist omnepailii po3BUBA€ETHCS relaTOMEraiis 3a paxyHoK
BOTHHMII[ €KCTpaMEAYJIIPHOTO KpOBOTBOpeHHsS. TpaHcdopmallis 3aXBOPIOBAHHSA Yy TOCTPY JIEUKEMIIO
BHMMAarae 3aCTOCyBaHHS IIPOTrpaMHOI NOJIXIMIOTEpaItii.

Yexnagnennss CII. [lpu  mpomb6o3ax BUKOPUCTOBYIOTHCS MPOTUTPOMOOTHYHI 3acobu
Baphapun 5-10 mr/moOy mepmri 2 AHI, MOTIM 103y KOPETyIOTh B 3aJIEKHOCTI BiJ PIBHS MOKAa3HUKA
MPOTPOMOIHOBOTO Yacy, kucioTa arnetmicaninumiona 0,3-0,5 r/mo0y, 0coOTMBO PEKOMEHTyE€ThCS TIICIIS
iHCynbTiB, qunipuaamon (0,025 B Tabmn.) 1-2 Tabn. Tpudi Ha 100y, TUKIOMiauH 1 Tabn. nBivi Ha 100y,
neHtokcudurin 1  Tabn. Tpuui Ha g00y. Ilpm aprepiaysbHiM TimepTeH3ii 3aCTOCOBYIOTh
aZpeHOOIOKATOPH, IHT10ITOPH aHT1I0TEeH3MHKOHBEPTYIOUOTro epMeHTY Ta iH. [lutopeaykiiitHa Teparrist
PEKOMEHAYETbCA Yy BCIX MNAI[IEHTIB 3 TOCTPUMHU BacKyJIApHUMHU nopymeHHsaMmH. [Ipu ecemopacisx
3aCTOCYBaHHS MPOTUTPOMOOTHYHOI Tepamnii J03BOJIsi€ YHUKHYTH PO3BUTKY T'€MOpariyHuX yCKIaJHEHb.
Ili yckiamHEeHHSI acOIIIOIOTHCS 3 BHUCOKHUM YHCIOM TpoMOouutiB. Yacmum ycknaowennsam CII €
ceepbidic, NS AKOTO HE ICHYE a/JeKBAaTHOTO JIIKYBaHHSA. MOXIIMBO 3aCTOCYBAaHHSI aHTUTICTaMIHHHUX
npenapariB (runporentain mo 4-16 mr B nenb), Hy —anraronictu (pamoruaus 400 mr), inTepdepon -
a (o 3 mar OJ] Tpuui Ha THXKIEHB), apokceTuH (20 mMr/meHs), abo GoToTepartist 3 ICopaacHOM, abo
Y®-onpoMineHHs. Epumpomenaneisi PO3BUBAETbCA BHACHIAOK MIKPOBACKYJISIPHUX TOPYIIEHb 1
e(EeKTHBHUM € 3aCTOCYBaHHS KHCIIOTH aleTuicamnuioBoi B 7031 300-500 mr/neHsb.

KpuTtepii noBHoi pemicii: Hopmaizaiiss piBHS reMorio0iny; KiUIbKicTh TpoMOo1uTiB<400 I'/i;
BIJICYTHICTh JielikeMiuHOi iHGUIbTpalii B nmepudepuyHiii KpoBl Ta TpemaHoOioNTaTi,; BiICYTHICTh
iHImMX cuMmnToMiB, mputamanHux CII; Hopmatizaiisi po3MipiB OpraHis.

KpuTtepii yacTkoBoi pemicii: 3MeHmenHs opranomerainii Ha 50 %; Hopmaizallis OKa3HUKIB
nepudepuIHoOi KpoBi.

PeuuauB Ta jeiikemiuna TpancopMmanisi 3aXBOPIOBAHHS: BUKOPUCTAHHS aJbTEPHATUBHHUX
MeToiB JiKyBaHHs npu peunausi CII.

[Ticns BUMUCKHU 31 CTalliOHAapy XBOpi MOBHHHI NepeOyBaTH Mil TUCIAHCEPHUM HATJSJIOM Yy
remarojyiora. KOHTpOJIbHI OTJISAM 3 PO3TOPHEHHUM aHANI30M KPOB1 KOXKHUN MiCALb TPU JOCATHEHHI
crabutizanii craHy, Mpu MOTIPIIEHHI CTaHy TOCHITaji3allisl Ta 3aCTOCYBaHHs BCIX BUINE 3a3HAUEHUX
METO/1iB JIKyBaHHSI.

Marepianu st CaMOKOHTPOJIIO:
A. 3aBaHHs UIsI CAMOKOHTPOJIIO:
1. JInst XpOHIYHOTO Mi€I0JIeHKO3Y XapakTepHa TPAHCIOKAIlisl XpPOMOCOM:



2. SIkuii METOI JOCITIPKEHHS] BUKOPUCTOBYETHCS I BU3HAYCHHS HAsIBHOCTI TpaHCckpumTiB ber-abl ta
iX piBHS y XBOPHUX Ha XPOHIYHUH Mi€IOIEHKO3?

A. MOJEKYISIPHO-TCHETUYHUN

B. nurorenernunumii

C. myranifunui

D. muroxiMiuHuA

E. FISH

3. Uum xapakrepusyerbess Il cramis xpoHidHOTO sNiM(pOITHOTO JeiKo3y 3a kimacudikamiero Rai
(1975 p.):

A. miMdoIMTO30M Ta rernaToMeraiiero Ta/abo cruieHoMeraiero (+/- imMbaaeHOmaTIer)

B. nmimdommroszom + TpomboruToneHiero (tpomboruT < 100 /1)

C. mimponuTo3oM + renaToMeraiero

D. nmimpouuroszom + mimpaneHonaTieo

E. mimdormTozoM Ta anemiero (remoryiodin meHm Hix 110 r/m) +/- mimdanenonarieto,
CIUIEHOMETaJII€0 Ta/abo renaToMerai€ero

4. SIxi xpuTepii A7 BU3HAUYEHHS XPOHIYHOTO MIEIOITHOTO JIEHKO3y 01acTHOT KpU3H BIATIOBITHO J10
pexomenaniit BOO3?

A. Bipuumu € Bignosiai B, C, D

B. 6mactu B kpoBi a60 KicTkKOBOMY MO3KY > 20 %

C. ekcTpaMenynsipHe YpaKeHHsI, KPIM CeJIe31HKH

D. Benuki Bukuan abo kimactepu 07acTiB y OiomTaTax KICTKOBOTO MO3KY

C. Bipuumu € Bignosiai B, D

5. [lo 3aranbHUX cCUMITOMIB 6€3 03HaK 1H(EKIIT TpU XpOHIYHOMY JTIM(OJIEHK031 BITHOCUTHCS:

A. Bce mepepaxoBaHe

B. nuxomanka > 38°C > 2 THXHIB

C. HIYHI CHITHIHHA MPOTATOM | MicsTIs

D. nenaBmucHa BTpata Baru > 10 % 3a 6 micsiiB

E.ECOG >2

Bionogioi: 1-4,2-D,3-E,4-C,5-B.

b. 3agaui 11 caMOKOHTPOJTIO:

1. XBopwuit 58 pokiB BigMidae MOSBJICHHS 30UTbIIEHUX JTIM(GATHYHUX BY3IIIB: MMUWHUX, IMTIMAXOBUX;
3arajibHy CJIa0KiCTh. XBopie Oulss Tpbox pokiB. [Ipum oOcTexeHi aiM(OBY3IM IMIHIAHI, MOTHINYHI,
mianaxoBi — po3mipoM 3x4 cm, 6e300:icH1, M ki, HecrasHi. [Ikipa Hax HUMH 6e3 3MiH. 3 00Ky THIITMX
OpraHiB Ta CHCTEM IIaTOJIOTil He BHSABJIEHO. 3araibHU aHami3 kposi: eputpouutn 4,8x10'%/1, HB -
132 r/n, neiikouutn 75x10%/m, eo3uHobum — 2 %, mamuukosigepHi - 4%, cermenrosnepHi — 12 %,
nimpouutr — 76 %, monorutu — 6 %, TiHi botkiHa-I'ymnpexrta B mossax 3opy. Skuit momnepenHin
niargos?

A. XpoHIYHUH JTIMPOIEHKO3.

B. peakTuBHMii JimMpaaeHIT.

C. nimporpanynemaros.

D. 3noskicHa niM¢oma.

E. meTacrasu paky B niMdaTu4Hi BY3IH.

2. XBopuii, 47 poki, nepenic ['P3, micis voro TpuBanmuii yac 30epiraBcs cyodebpumirer. Yepes
2 Micsni nmoyana TypOyBaTu 3arajbHa Cl1a0KICTh, OUIb Yy JIBOMY OOIli, TSDKKICTh Y KMBOTI 311Ba. [lpu
oOcTexkeHHI: mHiKipa Oiiaa, 30UTBIIEHHS BCIX Tpymn JTiM(aTHUHUX BY31TiB, 30UIbLIEHI cele3iHKa Ta
neuinka. 3aradpHuil aHaNi3 KpoBi: eputpouutd 2,9x10'%/n, HB — 90 /1, komsopoBuii nokasuuk 1,0,
nefikomutn - 74x10%mn, GmactHi kmitmrm — 34 %, mienomutn — 2 %, Mmeramienommtu — 3 %,
nanuukosnaepHi — 5 %, cermenrosiaepHi — 27 %, eozunodinu — 4 %, 6azodimu — 3 %, mimd. — 18 %,
MoHOoUUTH — 4 %, TpOMOOLIUTH - 360x10°%/1, IIIOE-37 mm/rox. Bamr norepeIHii aiarao3?

A. nimdorpanynemaros

B. rocrpuit neiiko3

C. xpoHiunuit nimdoneikos

D. xpoHiunuii mienoneiiko3 (01acTHUN KpHU3)

E. neiikemoinHa peaxitis 3a Mi€JIOITHUM THIIOM



3. XBopuii B., 38 pokiB, CKapKUThCS Ha 3arajibHy CIa0KiCTh, CcyOQeOpuiirer, 30LTbIICHHS
TiM(pAaTUYHUX BY3JiB, HOCOBI KpOBOTeui, OUTh B KicTkax. O0'€eKTUBHO: OMIJICTh MIKIPU 1 CIU30BUX,
MaNbIYIOThCA 30UTbIIeH] 0e300TicHI JTIM(POBY3IH, CTEpHANTiA, MediHka +2 cM, cene3iHka +5 cwm,
6e36omica. B 3aranmeHOMY aHamizi kposi: eputpommTd - 2,9x10'%/n, Hb - 84 r/m, neiikonutu -
58x10%n, eosunodimu - 1 %, 6azodimn - 0 %, mammukosaepHi - 2 %, cermeHTtosnepHi - 12 %,
aimouut - 83 %, mimpodbnactu - 2 %, xiaituau botkina-I'ymmnpexra, II3E — 57 mm/ron. Sxwuii

HaAOLTBII IMOBIpHUI IiarHO3?

A. roctpuii nim¢poIieiiko3

B. rocTpwmii mienoneiikos

C. XpoHIYHUI Mi€T0JIeHKO3

D. nim¢porpanynemaros

E. xponiuanii mimMponeiikos

4. XBopuit K., 27 pokiB, 6IM3bKO POKY BiMI4a€ BTOMY, MITJIMBICTb, BAXKICTh y JIIBOMY Hiapedep',

ocobnuBo micas ki, OO'€KTUBHO: 30UIBIIEHHS CENE3IHKH, MEYIHKU. B 3araibHOMY aHami3l KpoBi:

EPUTPOLIUTH - 3,3x10%/m, Hb - 94 r / n, KIT - 0,87, neiikouura - 100x10%7, eo3unopum - 5 %,

6azodpimm - 6 %, npomienonutu - 10 %, mienonutu - 12 %, metamienonutu - 11 %, manmuyakosaepHi -

16 %, cermenrosnepHi - 21 %, nimpouutu - 14 %, moHouutiB - 5 %, TpoMOOIUTH - 545,0x10%m,

HI3E - 42 mm/roa. Sxuit HalOUTBI UMOBIPHUHN T1arHO3?

. IimporpanyneMaros

. XpoHIUHUH niMPoeiiko3

. XpOHIUHUHN MIETONEUKO3

. TOCTpUH JIEHKO3

. Mi€JIOMHa XBopo0Oa

. XBopuii P., 66 pokiB, cKapUThCS Ha 3arajbHy cl1a0KiCTh, MITJIMBICTh, cXyqHeHHs Ha 10 kr 3a

2 poku. 30UTbIIEHI TEYIHKA, CeJe3IHKAa Ta BCi rpynu JiMdoBYy3IiB. B 3arampHOMYy aHamizi KpoBi:

eputporuTy - 3,1x10%2/m, Hb - 85 1 / 11, neiikomun - 133x10%1, eo3unodimm - 2 %, 6azodimm - 1 %,

nanuukosgepHi - 2 %, cermentosiiepHi - 5 %, mimdouutu - 86 %, mimdoodmactu - 4 %, HIOE -

36 mm/ron. [Ipo6a KymOca mo3utuBHa. Skuit HalOUTBIT HMOBIpHUH JiarHO3?

A. TocTpuii Mi€JIOTEHKO3

B. xponiunuii gimdoneikos

C. XpoHIYHUH Mi€TOJEHKO3

D. nimporpanymnemaros

E. roctpuit nimdoneiiko3

Bionogioi: 1-A,2-D,3-E,4-C,5-B.

Jlireparypa
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C.B. ®enopos, .M. Ckpunnuk Ta iH. ; 3a pea. npod. JL.B. I'mymka. — K. : BCB «Menuuunay,
2019. — 680 c.

2. VYuipikoBaHMI KIIHIYHUI NPOTOKON TMEPBUHHOI, BTOPUHHOI (CIeEliali30BaHOi), TPETUHHOL
(BHUCOKOCTIEITIATI30BAHOT) MEIMYHOT JOTIOMOTH «XPOHIYHUN MIENIOITHUHN JIEHKO3», 3aTBEpIKECHUI
Haka3zoM MO3 Vkpaiau Ne711 Bim 02.11.2015

3. VYHipikoBaHMI KIIHIYHUNA TNPOTOKOJ MEPBUHHOI Ta CIeNiali3oBaHOi MEIUYHOI JI0IOMOTH
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