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KpuTtepii
aiarHosy

Benuki

Mani

CnpaBXxHs
noniuuTemia*

1. lemomo6iH >185 r/n
0719 4onoBikiB Ta >165

/N Ans XiHoK, abo piBEHb
remMoro0biHy abo remaro-
Kputy >99% pedepeHT-
HOIO 3Ha4YeHHs 3a BIKOM,
CTarTio Ta MiCLIEBICTIO MPO-
XVBaHHS, ab0 36inbLUEHHS
Macu epuTPOLIUTIB MOHaL,
25% BiO, cepenHboro 3Ha-
YyeHHs, abo remornobiH
>170 r/n onsa 4onoBgikis Ta
150 r/n ons XiHOK, SKuM
3YMOBNEHNI 3POCTAHHAM
noro pisHa >20 r/n Big,
BVXIOHOMO 3HAYEHHA Npw
BiICYTHOCTI MPOBEOEHHA
Kopekuii oediunTy 3anisa.

2. HasBHicTb MyTaLlii JAK2
V617F abo myTtalyi 12
EeK30HY reHy JAK?2.

1. TpbOXNapocTKoBa
rinepnnasis KictkoBoro
MOSKY.

2. Cybrnoporosuii piBeHb
CYPOBATKOBOIO €PUTPO-
MOETUHY.

3. PopMyBaHHA EHAOrEH-
HVX €PUTPOIAHVIX KONOHIN
invitro.

HosonoriyHa ognHuuga XMN3 [3]#

EceHuianbHa
TpomMbGouutTemia**

1. KinbkicTb TPOMOOL-
TiB> 450% 10%/1.

2. Mponidepalis
MerakapioLmTapHoro
napocTka 3 nepesa-
XaHHAM BEANKMIX 3PIVX
MerakapioumuTiB.

3. BincyTHicTb KpuTepiis
BOO3, HeoOxigHvXx ans
BCTAHOBJ/IEHHS AjarHO3y
Cr, IM®, XMJ1, MAC ta
IHLIMX MIENOIAHWX HOBO-
YTBOPEHb.

4. HagaBHICTb MyTaLli
JAK2V617F, abo iHLWKnX
KNOHaIbHNX MapKepiB
abo BiACYTHICTb O3HaK
peakT1MBHOro TPOM60-
UMTO3Y.

WHO Classification of Tumours of Haematopoieticand Lymphoid Tissues 2008

maii Ta BeNMKI MerakapioumnT 3 abepaHTHUM S4EPHO/LUNTOr

Kknactepamu.

CniBBIAHO!

, FiNEPXPOMHUM, HEPErynsipHO CKNaz!

lpionaTnyHun
Mienogiopos***

1. MNponicdepauys Ta atn-
nis® merakapiouuTis, LLO
CYNPOBOOXYETLCHA PETU-
KyniHOBMM Ta/abo Kona-
reHoBuM hibpo3om, abo,
Y BUNAZAKY BIACYTHOCTI
PETNKYNIHOBOIO PiBpOay,
3MiHV MerakapioumnTis
MOBVHHI MOEOHYBATVCh
3i 30IbLWEHHAM KIITUH-
HOCTI KICTKOBOIO MO3KY,
rinepnnasieto rpaHyno-
LMTAPHOIO NapocTka Ta,
3asBuyan, peaykLieo
€PUTPOMOESY.

2. BiacyTHicTb kpuTepiiB
BOO3, HeobxiaHVx ans
BCTAHOBJ/IEHHA AiarHO3y
Cr, ET, XMJ1, MAC Ta
HLIX MIENOIAHMX HOBO-
VYTBOPEHb.

3. HasBHiCTb MyTaLiji
JAK2 V617F, abo iHLmx
KNOHaNbHNX MapKkepiB,
ab0 BiACYTHICTb O3HaK
BTOPUHHOIO Mienodi-
6poay.

1. JlenkoepitpobnacTos.

2. 36inblUeHHs piBHA
cuposatkosoi JII

3. AHeMmis.
4. CnneHomerania, aka

BM3HAYAETbCS Manbna-
TOPHO.

S4POM 1@

Bepudikauis CI1noTpebye HasiBHOCTi 060X BEMKX KPUTEPIIB Ta OAHOI0 Masioro, ab6o 0OMEXYETbCS HasIBHICTIO MEPLLOro BEMKOro Ta ABOX MasnxX KPUTEPIIB.
** BcTaHoBMEHHS AiarHo3y ET noTpebye BUSIBAEHHS yCix YOTUPbOX KPUTEPIIB 3aXBOPIOBAHHSI.
*** fliarHo3 IM® rpyHTYETbCS Ha HasiBHOCTI YCiX TPbOX BE/IMKUX Ta ABOX MAJINX KPUTEPIIB.



AJIropuT™M #iarHOCTUKU
cripaBXXHbOI noaiuntemii 3!

femorno6iH>185 r/n pnsa yonogikiB Ta >165 r/n pnga XxiHok, abo piBeHb remMornoobiHy, abo
reMmatokputy >99% pedepeHTHOro 3Ha4YeHHs 3a BikOM, CTaTTIO Ta MiCLLEBICTIO NPOXN-

BaHHSA, ab0 36iNbLUEeHHS Macu epuTpouuTiB NnoHan 25%, a6o remorno6iH>170 r/n pna
yonosgikiB Ta> 150 r/n gnsa XiHOK, 3a 3pOCTaHHAM ioro piBHA>20 r/n Big, BUXiQHOro 3Ha-
YEHH$ Npu BiACYTHOCTI KopekLuii aediunTty 3anisa

BuaHayeHHs:
® TIOTIOHOM&NIHHA?

® CYPOBATKOBOIO EPUTPOMOETUHY
e 1060BOro 06’'eMy BXVBaHHSA PidVHN

® CKPUHIHI Ha HasgBHICTb MyTaLlin reHa

® carypadlii rasis KpoBi JAK2VEB17F

JAK2 V6 17F JAK2 V617F JAK2 V617F JAK2 V6 17F
MO3UTVBHUI CTaTyC NO3UTVBHUI HeraTvBHWU CTaTyc HeratvBHUIA CTaryc
Ta 3HUXEHWN pPiBEHb craryc, ane Ta 3HWXEHWIN PiBEHb Ta HopMasnbHUIA abo

EpPUTPOMNOETUHY HOopMabHN1A abo EpPUTPOMNOETUHY NIABULLEHUI PIBEHD
36iNblLLUIEHUI PiBEHb EpUTPONOETUHY
EPUTPOMNOETUHY
CI1 3 BUCOKOIO
cn

MMOBIPHICTIO

Cl1 MmoxnvBa

CrIl manonmosipHa

\/

\/

/

\/

[poBeneHHs

[MpoBeneHHA CKPUVHIHT Ha CKPUVHIHT Ha
TpenaHobioncii He TpenaHobioncii HasBHICTb MyTaLlji HaaBHICTb MyTaLlji
060B’a3koBe peKkoMeHaoBaHe 12 eksoHy JAK2 + 12 ek3oHy JAK2 +
peKkoMeHaoBaHe pEeKoOMeHoBaHe

NpoBEAEHHSA NpOBEAEHHSA

TpenaHobioncii

TpenaHobioncii

\/

CKPWHIHr Ha HasBHICTb MyTauii reHa VHL, ska acoujiloeTbcsa 3i cimerHoo
noniuMTeMi€l0/ BUSHA4YEHHS NPUYMH BTOPUHHOI NoniuntTemii:
® NPOBEAEHHSA PEHTreHorpadii opraHis rpyaHoi MOPOXHUHN
(kapaiomerania, emdisema nerexb);
® NPOBEAEHHS YETPA3BYKOBOIrO AOCIIIXEHHS OPraHis YePeBHOI MOPOXHNUHN
(KICTI HUPOK, MYXJIVHN HAPOK Ta HaAHWPHNKIB);
® [10MN1EPIBCbKE OOCTIIXEHHA HUPKOBYX apTEPI (CTEHOS3);
® KOMM'I0TEPHA TOMOrpadis FoNOBHOIO MO3KY
(aTpio-BEHO3Ha ManbGopmadis remMaHriobnactoma Mo3o4ka);
® NPOBEAEHHS AOCNIIKEHHS DYHKLIN NEreHb
(XPOHIYHE OOCTPYKTMBHE 3aXBOPIOBAHHA flIereHb, OOCTPYKTUBHE HiYHE anHoe);
e exokapgjorpadia (iHTpakapgjasbHi LWYHTW).
CKpPUHIHr Ha HasiBHicTb BCR-ABL TpaHcKpunTy.
CKPWHIHr Ha HaaBHicTb MyTauii MPL515. 3




AundepeHuyinHa giarHocTuka epuTpounTo3iB /

Knacudgikauia epntpountosiB [’

BpopaxeHi eputpoumuTosn

1. AcouinoBaHi 3i 3HM>XeHHaM P50 (napujanbHui TUCK KUCHIO,

npw SKOMY KinceHb catypye 50% remMornobiHy):

® reMoMmoBiHOMATIA 3 BUMCOKOIO CMOPIAHEHICTIO A0 KUCHIO;
® HeJocTaTHiCTb 2,3-6idbochomiuepara;
° METreMormobiHeMis.

2. AcouinoBaHi 3 HopmanbHum P50:

e \VHL myTauis, 3okpema HYyBacbka noniuuTemis;
e PHD?2 myTaLis;
e H|F2a myTauis;
e EPOR myTauia.

Hap6aHi eputpounTo3u

1. KnoHanbHi (CNpaxHga noaiuntemia).

2. BTOpuHHI

a. 3yMOBJIEHI MNOKCIet0:

® XPOHIYHE 3aXBOPIOBAHHSA NIETEHIB;
® HasBHICTb MPaBO-JIiBOr0 CEPLIEBOrO LWYHTa,;
® MPOXMBAHHA Y BUCOKOTIPHIV MICLLEBOCTI;
® TIOTIOHOMANIHHA / OTPYEHHA YaAHUM ra3oM,;
® CUHAPOM HIHHOIO anHoe / CUHAPOM FNOBEHTUASALII;
® CTEHO3 HVMPKOBOI apTepii.
6. HesanexHi Big, rinokcii
® BUIKOPUCTAHHS aHAPOreHHVIX Mpenaparis / iH' €KL epUTpONOETUHY,;
® repion Nicns TpaHcrnaHTaLlii HUPKK;
e remaHriobnactoma / MEeHIHFoOMU;
° (HeoxpomMoLmMTOMa / NENOMIOMI MaTkK / KiCTU HUPOK / aaeHOMa OKOJOLLITOBIAHON
3a103u;
® renarouenItoNsapHi KapLMHOMY / KauMHOMa HPKIA.



AJIropuT™M #iarHOCTUKU
ecceHuyianbHoi TpomboyuTemii 2!

CrTilike 3pocTaHHS KifibKoCcTi TpoMmOouuTie >450000/mn

Mepenik HeobXigHUX NabopaTopHUX Mepenik HeoBGXigHUX IHCTPYMEHTaNbHUX

LOCHiaXKEeHb: LOCHNioKEHb:

® BU3HAYEHHS MapkepiB IHpeKLji ® NPOBEAEHHSA peHTreHorpadii opraHis

® B/I3HAYEHHA CMPOBATKOBOIO rPY4HOI MOPOXHWHM
EPUTPOMNOETUHY Ta NTyXHOI GocodTasu ® yIbTPa3BYKOBE A0CSIAXEHHA OPraHiB
NENKOLUNTIB 4epPEBHOI MOPOXHUHM

® CKPWHIHF Ha HasiBHICTb JAK2 V6 17F myTauii

® CKPUHIHI Ha HasgBHICTb MyTauii MPL515

\/ \

FicTonoriyHe AocnioXeHHa TpenaHobionTary Ta UMTOreHeTuYHe A0CNIOXEHHA acniparty
KICTKOBOIO MO3KY

v v v

[licTomopdonorivyHa [licTomopdonorivyHa [licTomopdonorivyHa
KapTVHa BiANOBIOAE KapTVHa BiANOBIOAE KapTVHa He Bignosifae
ET + HasBHi MONekynapHi ET + HasBHi 03Haku ET a6o iHwomy XMIM3
mMapkepu ET, a came mytauji IHEKUMHOro Npouecy + BIACYTHI MONEKYNSPHI
JAK2 V617F abo MPL 515 mMapkepu ET
ET nvoBipHa, ane ET abo iHwe XMI3 mano
PEKOMEHOOBAHE MMOBIPHI, HEoOXiaHE
ET NPOBEOEHHSA A0AATKOBUX NPOBEAEHHA AOCNIIXEHD
OOCNIOXEeHb 419 BepudikaLli [N BUSHAYEHHS MPUYUHNA
njarHosy TPOMOOUMTOSY

\ \

BuknioyeHHs/niaTBEpAXEHHS iHPEKLiAHOro 3aXBOPIOBAaHHSA, ayTOIMYHHUX

3axBOPIOBaHb, COJIIAHOIrO HOBOYTBOPEHHS:

® POBEAEHHS KOMMN' IOTEPHOI TOMOrpadii OpraHis rpyaHoi MOPOXHMHN
(OPIBHOKNITVHHA Ta HE APIOHOKNITMHHA KapUMHOMA NEreHb);

® IPOBEAEHHS raCTPOCKOMITakoNOHOCKOMIT (XPOHIYHI 3anasbHi 3aXBOPIOBAHHS
KNLLKIBHMKE/ IHDEKLLIMHI 3aXBOPIOBAHHSA LLIMYHKOBO-KMLLKOBOIO TPAKTY/ HOBO-
YTBOPEHHS LLNYHKOBO-KMLLKOBOIO TPaKTy);

® MPOBEAEHHS MHEKOMONYHOro OMSAy Ta Mamorpadii;

® MPOBEAEHHS PEHTrEHOrpadii HUXHBLOT Lieneny Ta omnsa, 3y6is;

® NOCNIKEHHA MAPKEPIB ayTOIMYHHIX 3aXBOPIOBAHb.

CKpPUHIHTI Ha HasiBHiCcTb BCR-ABLTpaHckpunTy.




AundepeHyinHa giarHocTuka
ecceHuyianbHoi TpombouynTemii 2

KopoTko4yacHuii peakTUBHUI TPOMOOLUTOS3

DignyHe HaBaHTKEHHS.
[OCTPI IHPEKLIMHI 3aXBOPIOBAHHSA.
Tepanis BitamiHoM B,
AneprivHi peaxuyji.
MOLWKOMKEHHS TKAHWH, SKe 3YMOBAEHO XipYPriYHUM BTPYYaHHSM ab0 TpaBMOoIO.
[HdapkT Miokapaa.
[ocTpuin naHkpeaTuT.
[ocTpa kpoBOTEYa ab0 remMonis.
BiaHoBneHHs nicnga Tepanii iMyHHOI TDOMBOLIMTONEHIYHOI NypRypu,
Mi€ NOCYNPECUBHOI Tepanii, abo eTaHON iHAYKOBAHOI TPOMBOOLIMTOMNEHI.
. MeankameHTo3HO 06yMOBAEHI TDOMOOLIMTO3M (KOPTUKOCTEPOIAN,
afnpeHastiH, BIHKDUCTUH, eniHedpuH, IHTEPNENKIH 18, TpaHCpEeTnHoIBa KucaoTa.
. 3MilaHa KpiornobyniHeMIs (NenKoumMTo3 Ta TPOMOOUMTO3, AKNIA OHEBUOHO
aCOLLMOBAHWI 3i 3MIHOIO TemMneparypu, Npeuvnitauieo KpiornooysiHie).
. MNceBaoTpOMOOLIMTO3:
e EDTA aptndacT;
® MIKPDOCHEPOUMTOS;
® (bparMeHTaLid epuTpoLmnTIB (TinbLd MNaneHrenma).
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JAoBroTpueanuii peakTUBHUI TPOMOGOLUTO3

3anisopediumt.

XipypridHa abo dyHKLiOHaIbHa acnneHis.

XPOHIYHI IHPEKLT.

PeBmaronoriyHi 3axBoptoBaHHS.

CurCTEMHNX aminoigos.

XPOHIYHI 3ananbHi 3aXBOPIOBAHHS.

Lleniakis.

POEMS cuHopowm (Polyneuropathy — noniHeriponaria, Organomegaly — opraHomeranisi,
poly-Endocrinopathy - nonieHaokpuHonarid, Myelomaproteins — MOHOKNOHanbHagramanaris,
Skinlesions — ypaxeHHs Lukipw).

9. 3M104KiCHI HOBOYTBOPEHHS.

10. XpOHi4Hi 3axBOPIOBAHHSA HUPOK.

|nionatnyHnMienodibpo3 i3 TPOMBOLITEMIELO.

CnpaBxHsa noniunTeEMi 3 TPOMBOLUTEMIEIO.

XpOHi4Ha MienoiaHa nenkemis.

MienogucnnacTuyHnn CUHOPOM i3 Aeneuieo 5g.

PedpakTtepHas aHeMis 3 KinbLEBUOHMMY cuaepobnactTamm Ta ToOMOOLMTOSOM.
XPOHi4Ha MiENOMOHOUMTaPHA NNIENKEMIS.

ATUNIYHA XPOHIYHA MIENOIaHA NENKEMIS.

69 R G0 Gl 5> @99 =
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AJIropuT™M #iarHOCTUKU
igionaTtnyHoro mienogiopo3sy 2

MpucyTHicTb MieNnobnacTiB Ta epiTpo6nacTiB y nepudepiiiHii KpoBi,

abo cnenHomeranis, 3rigHo 3 pe3ynbTaTaMy IHCTPYMEHTaJIbHUX METOAIB AOCNiAXEHHS

FicTonoriyHe gocniokeHHa ToenaHobionTary Ta UMTOreHeTUYHe A0CIIKEHHS
FEMOMOETUYHMIX KNITVH 3 acnipary KICTKOBOrO MO3KY

\

HasBHICTb peTVKYNIHOBOrO GiBPO3Y Y BUNAAKY BiACYTHOCTI iHDINbTpaTBHMX ab0
rpaHyIbOMaTO3HVIX MPOLECIB, SKi aCOLIIOI0TLCA 3 PO3BUTKOM MieNodibposy

\

3abip KpoBi ANA NPOBEAEHHA MONEKYNAPHOIO AOCAIMKEHHSA Ha HasBHICTb MyTauin V617F reHa

JAK2, MPL515 ta tpaHcnokauii BCR-ABL

\

v

v

HasaBHICTb
TpaHcnoKaLli
BCR-ABL

JAK2 V6 17F
abo MPL515
NMO3WUTUBHWI CTaTyC,
abo neneujs
[oBroro nmaeva 13,
abo Tprcomis 9
XPOMOCOMM

HasBHICTb IHLINX
LITOrEHETNYHIX
aHomanin, a came:
aeneuis 4oBroro
nneya 5,7 ta
KOpOTKOro nnedva 12
Ta iH.

JAK2 V617
HeratmBHWM CTaryc
Ta HOPMasbHUI
LMTOrEHETUHHUI
npoodinb

v

v

v

XMJ1

[licTtomopdonoriHa
KapT1Ha KiCTKOBOrO
MO3KY BiANOBIAAE
IMD

IM® NMOBIpHUIA,
ane noTpioHe
Bukmto4eHHa MAC,
IHLLIMX XMIM3

IM®D MOXuBMM

v

IMD

\

BepudikaLis giarHosy
3rifAHO FICTOMOPQONOri4HOI
KapTWHI KICTKOBOrO MO3KY Ta

BMBHAYEHHSA MPUHH BTOPUHHOMO
Mienopibpoay

»




AundepeHyinHa giarHocTuka
igonaTtnyHoro mienogiopo3sy 2

MienoigHOro noxoakeHHs

TpaH3UTOPHMI MIENOIAHNA CUHAPOM.

MienoancnnactM4HUi CUHAPOM i3 MiENOMIOPO30M

(OM3epuTPONOES, BIACYTHICTL CriIEHOMEralTii).

XPOHIYHa MIENOMOHOUMTAPHA Nlekemisd 3 Mienodibpo30M.

ATUNIYHA XPOHIYHA MIENOIOHA NENKEMIS.

XpOHi4Ha MienoigHa nenkemis.

MacToumTos i3 Mienodibpo3om.

[TyXAWHHI FiCTOUMTO3M 3 MiENODIOPO30M.

EceHujanbHatpoMboLEeMia (MEHLLNA PiBEHb MiENodibpoay Ta cnaeHomeranii,

a TakOX BiACYTHICTb NENKOepiTno6aacTosy).

CnpaBxHsa noniumTeMis (36inbLIEHNI piBEHb FEMOMMOBIHY Ta ePUTPOLINTIB).

0. [ocTpuin naHMienoa Ta Mienodibpos (NrMxomaHka, naHumToneHid, Gnactos 20%,
BIACYTHICTb CNneHomMeranii, 3HaqHuin Gibpoa, BiACYTHICTb KNacTepiB MerakapiounTis Ta
rinepxpomMarn3oBaHoCTi ix SAep).

N =
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JlimdoigHOro NoOXoaXeHHs

1. Jlimpowmu.
2. BonocartoknituHHa nemkemis.
3. MHOXUMHHa Mienoma.

He remaTtonoriyHoro noxomkKeHHs

IHPEKLINHI rpaHyIbOMMU.
XBOPOOW HAKOMNYEHHS NiMiaiB.
OcTeoreHHi / ocTeobnacTHi MeTacTasu.
AYTOIMYHHI 3aXBOPIOBAHHS:

® CUICTEMHWI YEPBOHNIA BOBYAK;

® CYCTEMHA CKIIEPOAEPMIA;

e cuHapom LLlerpeHa;

® TIPE0IANTXALIVMOTO;

® 3MilllaHi Crnofly4HOTKaHMHHI ayTOIMYHHI 3aXBOPIOBAHHSA;

® BY3/IMKOBWI NepiapTepiiT;

® MONIMIO3UTK.

2=

5. [lepBunHHa nereHesa rinepTeHsis.
6. BTOpWHHWI rinepnaparMpeoianam i3 HeAOCTaTHICTIO BiTamiHy D abo H1MPKOBOIO
ocTeEOANCTPODIEIO.

MepBUHHMIA ayTOiMYHHUIMiIENO}iOpO3



Kpurepii noctnoniyunremMidyHoro ta

nocTrpomMoéounTemMiyHOro Miesnogioposy
MixxHapogHoi po6o40oi rpynu 3 BUBYEHHSI Ta Tepanii
mienonponigpeparnBunx Heonna3m(IWG-MRT) [41*

Benuki kputepii

e [ipTBepmxerHsa CIM/ET, aka paHile giarHocToBaHa BianosiaHo Ao kputepiis BOO3 2008 p.
(ona Cll ta ET).

® DiBP0O3 KICTKOBOro MO3KY 2-3 CTyneHio (3a wkanoto 0-3) abo 3-4 cTyneHto (3a Lwkanoto 0-4)*
(ona Cll ta ET).

Mani kputepir

e JlenkobnacTos y nepudepinHi kposi (onsa Cl ta ET).

e 36inblUeHHA cnneHomeranii noHaa 5 cM (B13HaYaeTbCsl BiACTaHb Bif, H/XHLOIO Kpato
cenesiHku o NniBoi pedbepHoi ayrv) abo nosisa crieHoMeranii, y BUnaaky BiaCyTHOCTI ii paHiwe,
dKa BM3Ha4YaeTbCa nanbnaropHo (ans Cr ta ET).

e [NoaBa =1 3 3 KOHCTUTYLIIOHaNbHVIX CUMATOMIB: BTpata Baru 10% npoTarom 6 MiCaLIB, HiuHi
noTK, He3po3ymina nuxomatka (37.5°C) (ans Cl ta ET).

e AHeMii abo CTike 3HXEHHA NOTPebK B MpoBeAeHHI (pneboToMii 3a BiACYTHOCTI
uitopeaykTisHoi Tepanii (ans CI1).

° AHeMia ab0 3HXEHHS PiBHA remornobiny >20r/n Bif, BuxioHoro (ons ET).

e 36inblueHHs pisHio JIAM (and ET).

Ansi Bepucpikavis noTpibHa HasiBHICTb 060X BEIMKNX KPUTEPIIB Ta > 2 Masinx KpuTepiis.

* CryniHb 2-3 BiAMNoBiaHO [0 €BPONENCLKOro knacuikauii: AugyaHa, 4acTo rpy6oBONOKHUCTa, Mepexa 6e3 03HaK KosareHisauii (HeratmBHu TPUXPOMOBUE
GapBHyik) abo AngyaHa rpy6OBONOKHNCTA Mepexa 3 AiNsiHkamuy KonareHidauii (Mo3uTuBHuSi TpuxpomoBui 6apsHuk). CTyniHe3-4 BiAnoBigHOAO CTaHAAPTHOI
knacuikauii: ang) Ta LWinbHe 360 HS1 PETUKY/TIHOBYMX BOJIOKOHI3 iX MOLUMPEHUM MepeciyeHHsIM, iHOAI BUKITIOYHO 3 POKabHUMU MyHKamu
KOJ1areHoBuX BOJIOKOH Ta/ abo (OKyCHUM OCTEOCK/Iepo30M, abo Ang; Ta LWisbHE 360 PETUKYIIIHOBUXBOJIOKOH i3 iX MOLUMPEHUM repeciHeHHsIMI3

rpy6MMU y4Kamu KonareHOBMX BOJIOKOH, 4acTo Criosly4eHe 3i 3Ha4HUM OCTEOCKIePO30M.
* International Working Group for Myeloproliferative Neoplasms Researchand Treatment (IWG-MRT)

Pob6o4a nigknacugikayis
MienonponigpeparnBHnx Heornasm >-°!

cn ET IMD
e xpoHiyHa (asa Cr1 ® XpOHiyHa pasa ET ® XpOHi4yHa dasa
e noct-Cl1 mienodibpos e NocT-ET Mienodibpos e OanactHa ¢asa IMPD

e 6nacTHa dasa Cfl e OnacTHa dasa ET




Crapgii mienogiobpo3y BignoBigHO
A0 knacugikalii nyxsinH KPOBOTBOPHOI
i nimgpoigHoi TkaHnH BOO3 2008 !

Mienodibpos-0 Hesennka KinbkicTe PETVKYNIHOBKX BOJIOKOH, ki HE MEPETUHAIOTLCS —
riCTONOr4YHa KapTHa BiAMNOBIAAE HOPMI.

Mienodibpos-1 BinbHa mepexa peTnkyniHOBUX BOSIOKOH, AKi HaCTO MEPETUHAIOTLCS,
0CO6AMBO B NapaBasabHX AinsHKax.

Mienodibpos-2 LndysHa Ta WinbHa Mepexa PeTVKYNIHOBYX BOMIOKOH 3 BENVKOIO KiNbKICTIO
X NIEPETUNHIB MiXX CODOI0, IHKOIV 3 KONareHOBUMW BOIOKHaMU, ska
po3TaloBaHa GoKanbHO Ta MOOANHOKUMM AiNFHKAaMU OCTEOCKIEPO3Y.

Mienodibpos-3 AndyaHa Ta winbHa Mepexa peTrkyniHOBMX Ta rpybux KonareHoBKX BOJOKOH
i3 BEMIMKOIO KITbKICTIO iX MEPETUHIB Mixk COO0I0, 3a3BMYait 3 OCTEOCKIEPO3OM.

WHO Classification of Tumours of Haematopoieticand Lymphoid Tissues 2008

dopma a5 oUiHKN CUMITOMIB
MienonpoJsiijpepatuBHNUX HEOIJ1a3M —
3arasibHa wwkKana cuMnrTomis 8’

CMNTOMM 3aXBOPIOBAHHSA

30inblueHa BTOMAOBAHICTb.

PaHHe Hacn4eHHsA Xelo.

JnckomdopT B AiNAHLI YEPEBHOI NOPOXHUHN.
SHUXEHa aKTUBHICTb.

[opyLWEHHS KOHLLEHTPALL.

HivHa nimnBeicTb.

Cepbnsyka.

Binb y kicTkax.

. JlnxomaHka.

10. Btpara Baru.

11. 3aranbHe HaBaHTaXEeHHA CUMATOMaMMU.

CONPORWN

TSXKICT CUMITTOMIB OLiHIOETECS 3a LKaiolo Bia O (BiACYTHIV / HACTINbLK1 A06Pe, SiK Tinbku Le Moxe 6yTu) Ao 10 (HadripLue Big4yTTs / Tak noraHo, sik TilbKu Le:
moxe 6yTu).

Hu3bka iHTeHcuBHicTe cumnTomy 4 3 10 (3a wwkanoio sin 0 40 10).

[lomipHa iHTeHCUBHICTL cuMnToMy = 4 ane < 6 (3a wkasnoto Big 0 go 10).

3Ha4Ha iHTeHCUBHICTb cumnTomy = 7 3 10 (3a wkasoto Bin 0 go 10).

* Myeloproliferative Neoplasm Symptom Assessment Form total symptom score (MPN-SAF TSS)
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Mopgeni nporHo3y nepeobiry
ecceHuianbHoi TpomMbouynTemii

IPSET .
— < IPSET-thrombosis (ana
Kputepii (ana 3aranbHOro nauky TpomGoay) 11"
BMXKUBaHHS) [1°] P yTP y
Bik > 60 pokis 2 banu 1 6an
TNenkoupTni > 11X 10°%/n 1 6an HEe BPaxoBYETbCA
Toomb03 B aHaMHesi 1 6an 2 bann
dakTopu He BPaxoBYETbCH 1 6an
KapajoBackynapHOro
PUBUKY***
JAK2 V6 17F He BPaxoBYyETbCA 2 6anu

NMOSUTBHICTb

IPSET (International Prognostic Score for ET): Huabkuii puduk — 0 6anis (MegiaHn BUXNBaHHS «He JOCSIrHYTO»); MPOMDPKHWI puavk — 1-2 6anu (meaiaHa
BUXMBaHHS 25 POKIB); BUCOKWI pu3uk — 3 i GinbLue 6anis (MeniaHn BuxvBaHHs 14 poki).

IPSET-thrombosis: Hu3bkuii puauk (1.03% sunazaky Tpom60o3y Ha pik) — 0-1 6an; npomikHuii puavk — 2 6anm (2.35% Ha pik); Bucokui puauk (3.56% Ha pik) —
3i6inbLue 6anis.

*** rinepTeHais, AiabeT, aKkTUBHE TIOTIOHOMAJIIHHSI.

Moageni nporHo3y nepeoiry
igionaTnyHoro mienogiébpo3y

Kputepii ‘ IPSS ! ‘ DIPSS [0 ‘ DIPSS-Plus!'2
Bik 65 pokis 1 6an 1 6an 1 6an
KOHCTUTYLLIOH&/IbHI CUMMTOMMN 1 6an 1 6an 1 6an
femorno6iH 100 r/n 1 6an 2 banu 1 6an
NevikounTn > 25%10°%/n 1 6an 1 6an 1 6an
BﬂachM B NepUMEPINHIN 1 6an 1 6an 1 6an
kpoBi 10%
Toomboupmtin < 100% 10%/n He BPaxoBYETbCS He BPaxoBYETbCSH 1 6an
HO.TDGGa y Tpal:lcd)ySH He BPaxoBYETbCA He BPaxoBYETbCA 1 6an
epiTpoLUMTapHOI Macu
Hecnpuamveuii kapiotun
+8,-7/79-, -5/50-,i17q, HEe BPaxoBYETLCA He BPaxoBYETLCA 1 6an

12p-, 11923

IPSS (International Prognostic Scoring System): Hu3bkuvi puauvk — 0 6anis; npomixHuii- 1 puauk — 1 6as; nPoMixXHUI-2 puank — 2 6ani; BUCOKNI puaunk — 3 6asis.
DIPPS (Dynamic IPSS): Hu3bkui pyuauk — 0 6anis; MpoMiXHui-1 puduk — 1-2 6anu; npomixHui-2 puduk 3-4 6anm; BUCOKUI pusunk — 5-6 6ais.
DIPPS-plus: Hu3bkuii puauk — 0 6anis; npomixHuii-1 6an —1 6an; npomixHui-2 — 2-3 6anu; Bucokui — 4-6 6anis.



Bumorun go tpenaHobionrarty KiCTKOBOIro
MO3KY AJ1s1 FICTOJI0ri4YHOro A4OCNig>XeHHs

e TunoBe Micuge NpoBeaeHHs Bioncii:
3aaHA rpebeHs kiyboBOi KICTKN

e |[HCTpyMeHT: ronka Jamshidi

e Po3mip 6ionTaTy: AOBXMHOIO HE MeHLLE 15 MM
(6axaHo 20-30 mm)

e Cepepga ong TpaHcnopTyBaHHA 40 nabopaTopii:
HenTpanbHNin 3abydepeHnin Gopmanin
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Mikponpenapar. 1.
FicTonoriyHa kKapTrHa npw CrpasXHiv noniuUTeMii
KicTkoBMiA MO30K, hapOyBaHHS reMaTtoKCUITIIHOM Ta E03UHOM
(http://www.pubcan.org/)
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Mikponpenapar. 2.
[licTonoriyHa kapTHa NPy ECCEHLiabHI TDOMOOLTEMIi
KicTkoBuin MO30K, hapOyBaHHs FreMaToKCUAIHOM Ta €03VHOM
(http://imagebank.hematology.org/)
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Mikponpenapar 3.
[icTonoriyHa kapTuHa Npu igionartn4HOMyMienodibpoai
KicTkoBuin MO30K, hapOyBaHHs reMaTtoKCUAIHOM Ta E031MHOM
(http://imagebank.hematology.org/)
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