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Co3pLlIMAJbI MUEJI0JICHKO3

AHnvikmama

— XPOMOCOM/Ibl aHOMAaJIUSACHI Oap MaTOJOTHUSUIBIK IOJUIIATEHTTI OaraHa >Kacylllaap.iblH
KJIOHAQJIBJ[1 TapaJlybIMEH CHIIaTTaJIaThIH MUEJIONPOIU(EepaTuBTI aypy.

Dnuoemuonozusn

* ['emo0OnaTo3 aypymnapsl =S
O€CIHIII1 OpbIHA

6%

1(% gnmna

* Aypy 1:100 000 TypreiHAap
apachlH/1a Ke3/ece/l

* AypynbiH mbiHb 30—350 xac 13%
0

* 30% naykac 60 >xacTaH acKaH,

oananapnaa 2—>5% kesneceni

MNeNoSAACTHLIA
ofiKo3

* Ep amampap xoHe oiien agamaap KateiHachl 1/1,3
* 50% >xarnaiifa aypy KaH aHaJIM31 apPKbLIbI aHI)IKTaJIaI[I1]90/
0

* 85% >karmaiiia co3bLIMalbl (ha3achlHAa aHBIKTAIA bl



Imuonozusn
DTHONOTUSACHI OEIIriCi3
Keneci dakTopnap acep eTefil: paouayusivlK cayieleHy, 2eHemuKalblk OetuiMoiliK

Ilamoczcenes

* Co3bUIMaJIbl MHUEIJIONEHKO3bIH [UTONCHETUKAIBIK MapKepl OOJBIN Kype maiija
oonran t(9;22) XpOMOCOMACHIHBIH TPAHCIOKAIMSACH HEMece uiadenb@usivii
xpomocoma (Ph+) xaranel. Ph-xpomocomaHbiH maijna Oomybl 9 skone 22
XpOMOCOMaJIapblH T€HETUKAIBIK MaTepUaNIaPbIHBIH, PEIUNIPOKTHI TPAHCIOKAIUS
HOTWXKECIHAE 9 xpomocomana abl mpoTooHKOreHi, aji 22 Xpomocomaja C-Sis
(MaliMbUIAAPJIbIH ~ CapKoMa  BHUPYCBIHBIH TOMOJIOT  KJIETKachl, BHPYC —
TpaHCcopMaIUsANIaWTBIH TeH) XKoHe ber reHi Oap. 1t(9;22) TpaHciaokamus
cangapsiHad, xumepii BCR-ABL reni naiiga 6osanbl.

* Kaneinteina ABL akybi3bl THPO3MHKHHA3a (EPMEHTIHIH OHIIpITYiH OacKapaibl,
MYTaHTTBl TEHHIH 6©HIMI Ji€ THpPO3WMHKHHA3ara jkarajbl, OipaK JaypbIC €eMec
TUpO3WHKKHA3a. JIeHKo3apl JKacymajiapAblH IMaiiga OoJybIHIAA CO3bLIMAJIbI
muenoneiiko3 ke3inae BCR-ABL-toyenal Tupo3WHKMHA3alapAblH OHJIIPUTY1
O0acTel peial arkapajbl. YHEMI KOFapbl TUPO3WHKHHA3aJdap/AblH aKTHUBTLIITI
Kacylanap/ibIH MIEKC13 ecyiHe, )KacylaaapAblH YaKbIThUIbI dKOUBLTY MPOIECCIHIH
TOKTaybl, CYMEK KEMITHEH KaHFa JEHKO3[bl Kacyllajaap/blH IIbIFYbIHBIH
KOFapJiayblHa ajbIl KeIe/i.



U3meHeHHan xpomocom 9
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~

AF3aja Jieiiko3bl sKacyajaapabiH
KMHAKTATYbI




KJIMHUKAJIBIK KIKTEJYI:
* Co3bLIMAJIbl MUEJI0JEHKO3IbIH KJIMHUKAJIBIK HYCKACHI
- CO3bLJIMAJIbl MUEJIONEHKO3 PritaaeabPusiIbiK XpoMocoMameH (Ph+)
-aTHUIITI CO3BUIMAJIBI MUEIIOJICKO3 hunaaenbGusablK Xpomocomachi3 (Ph-)
-Oastanapaarbl CO3bLIMAIBI MUEIOIEHKO3

* Co3bLIaJIbl MHEJI0JIEHKO3ABIH MOP(OIOTIUSAJIBIK KIKTEJYI:
- Co3buIMasbl 503UHOMDUIIB1 TCUKEMUS;

-Co3zbuiMansl 0a30(pUIIbA1 JCHKEMHUS;

- Co3bUIMaJIbl MOHOILIUTAPJIBI JICHKEMHUS;

- Co3buIMalbl HEUTPOPWIBI1 JTCUKEMHUS.

 KiimnukajasIK arbiM ¢aszanapsl: (3a Koeffer H.P..Gold D.V.,1981;
Aoayakagupos K.M., 1998)

- CO3BLIMAJIbI
-epicTeyll (aKceneparms)
-ke]1 (01acTThl KpHU3)



CosbuiMadisl pa3a

*OJICI3/IIK, )KYMBICKA

KaOUIeTIHIH TOMEH/IEY1

*TyHri TepieHaik

*CyilexTepieri ayblpChIHY

*Cou xaK KaObIpFaacThl
aybIpChIHY (’KYpIeH, Ke3Je,
(bU3UKAIIBIK JKYKTEME Ke31HIE)
*ToberTiH TOMEH LY

*JIeHE calIMarbIH KOFaJITY

*JleHe KbI3ybIHBIH KOFapJiaybl

[ LIbIpBIIITHI )KOHE TEPI
KabaTTapbIHbIH 003apybl

*OJIC13 TEMOPPATUSITBIK
OepTtmenep
*Muoxkapauoauctpodus
CUMITTOMIAPHI ((PU3UKATBIK )KYKTEME
Ke31HJe TaXUKapaus, >KYpeK
TOHIAPBIHBIH TYHBIKTATYBI, )KYPEK
VIITbI TYPTKICIHE QJIC13 CUCTONABIK
mry, OKI'-nga T ticimiecinin
aMILTUTYAChIHBIH TOMEH/ICY1)
*CruuieHOMerasusi, rernaToMeraius.

KnuHmKanbsik KepiHicTepi

Akcenepauusi

(dazacel
«)Kanme! sxarjaiibIHBIH TE3
HallapJiaybl, XKaJIbl QJICI3IIK,
YKYMBICKA KaO1IETTUIITTHIH
KOFaTybI
*TepiieH ik, 1eHe KbI3ybIHbIH
JKOFapJiaybl
*Omaptka, OybIHAap/a ChI3aall
aybIPCHIHY
*To0eTTiH TOMEH LY, XYY
*[IIBIpBIIITHI KOHE TEP1
Ka0aTTapbIHbIH alKbIH
003apybl
*Tepizeri kentereH remopparusiiap
*Tepi OeTiHEH MIBIFBIN TYPAThIH,
TBIFbI3, AybIPCHIHYCHI3, KOHBIP HEMECE
AIIBIK-KBI3BLI TYCTEC TEPLIIK
JIEUKEMOUITAP
*DKCTpaMeayIUIAPIIbI ICIKTIK ©CY/IIH
oenrinepi: mumda TYHIHASPIIH
VJIFatobl, 0ayblp MEH KOKOAYBIPIbIH
WIFaIobl
*OKIIEeAEeT1 JIEUKO3IbI
uHmIBTpaTTap, HEHPOJIECUKEMUS
CUMITTOMIAPhI, OYHpPEKTEP/IiH,
MUOKapATHIH CHEIU(UKAIIBIK
3aKbIMIAHYBI (GKEeI JIeHKO3

baacrrel Kkpu3

*)Kenen ancizaik

*OMBIPTKA, CYHEKTEp/IiH, OybIHIaPAbIH
KATThI aybIPCHIHYBI
*KanTteipaymen, npody3asl
TePIICHIKIICH KOPIHETIH

«JIokcy, Kycy, TOOETTIH 00JIMaybI
*Cout )xaK KaObIpFaacThl
aliMaKTBIH KATThI

aybIPCHIHYBI

*Tepi kaHTaIaykl )KOHE OPTYPIII
JIOKaJIU3aIUsIIbl KaH KeTyJlep
*Tepi *xoHE IIBIPBIIITHI KAOBIKTHIH
003apybl

*Tepinik nelikemMmouaTapMEH
CHUIIATTaJIaThIH KCTPaAMETy LIS PIIbIBI
ICIKTIK ©Cy OIlIaKTaphbl, TuMda
TYHWIHJIEPIHIH YJIFalObl, alKbIH
CIUICHOMET U, TelaToMeraiaus
*CBUT CUHIPOMBI — JICHE
KBI3YBIHBIH JKOFapJiaybIMEH
JKYPETIH Kenesl HeUTpoduiibai
nepmaro3s. [lepmana
MIePUBACKYJISPIIBI

HeWTpoduibal UHPUIBTpPAT ,
JIeHeIe, Kojijga, cal ailMarblHaa 7
’KoHe OeTTe Iaiia 0oJ1aThIH,




bnacmmul kpu3 gazacwi

I'emozpamma Mpvican:
JIeHKOIMTO3 HEMECE JIEWKOTIEHNS; * TI'emorobun — 58 r/n
° - 12
Heiirponenus; Opurpouut— 1,89 x10°=/n
. TK-0,9

bnact JKacylIaJIapbIHbIH JKOtapiiaybl (6JIaCT JKacyniaJjiapbl

° — No
30% >xoHE OJ]aH KOFaphl); Petuxynount — 0%

* Tpom6Gomur — 63 x10° /n
o JleitxouT — 12,9 x10° /n
* Muenobmnact — 38%

* IIpomuenonutsi— 0%

Jletikoopmynasa sxenest JeHKO3IarblIal «JIeHKEeMUSITBIK
YHIip» heHOMEH;

bazoduibaep caHbIHBIH KOFapaybl;

TpomOoIMTONICHUS,
P e Muemomur — 0%

AVIKBIH aHEMHS, HOPMOXPOM/IbI, HOPMOLIMTAPIIBI, e /s Heitrpodui — 0%

CTUKYJIOIMTTEPAIH TOJIBIK KOFaIybIMEH HEMECE .
PETHYTOMHTTEA K Y * /s neutpodui — 32%

TOMEHCYIMEH KOPIHE/II.
e Do3unodun — 10%

Co3bUIMabl MUETOIEHKO3IBIH TEPMUHAIBII
FIDIH TEP A * bazodun — 8%

CaTBICBIHAFBI OJIACT JKacylIanapbIHBIH MOP(OIOTUSITBIK
KOHE IUTOXUMUSIIBIK €PEKIISTIKTEP1 OJIaCTThI KPU3IIH e Jlumdouur — 12%
OlpHele HYCKAChIH JKIKTEYre MYMKIH/IK Oepei: « Momnomur — 0%
MuenobnacTTsl HYCKa; e COD — 29 MMm/gac

5 . JIEMKOLIMTO3, HEUTPOIIEHU,
MoHO0O1aCTTEl HYCKa; 703UHOGUITB1-0a30DUITBI1

. accoruanus, JUMQpOIUTOIECHHUS,

OpHUTPOOIACTTBI HYCKA; MOHOIIUTOIICHUS, HOPMOXPOM/JIBI

aHEMUS aybIp AOPEXKENI,
Merakapuo0macTThl HYCKA; TPOMOOLUTOIICHHS.

WTI\/I!]\(\KW')I‘\’TV'FTT TYXT/INY A AOY *



Muenozpamma

* CylieK KeMIT1 TUIIEPKIIETKAIbI —
MHUEJIOKAPUOIIUT KOHE METAKAPUOLIUT
KYpaMbl KOFaphLIaraH,
IPaHyJOLUUTTEP CaHbI XKOFApbLJIaFaH,
IpaHyJOLUTAPIIbl KaTapAbIH OapJIbIK
AIIEMEHTTEP] aHBIKTAJA]Ibl — KaC KIHE
YKETUITE€H, apaJibIK *Kacylianap.
biacTThl kacyianapabiH )KoHE
poMUEIOIUTTEPAIH caHbl 10% - nan
acriaiipl. bazogunbaep xxoHe
503UHOPUIIBACP KYpPaMbl KOFaphl,
HEeUTpoUIbI1 KaTapablH, MUCIOIUAT
KOHE METAMUEIIOLUT
UATOIUIa3MAaChIHAA AOPEKI
TYHMIPIIIKTEP aHBIKTAJIA/IBI.

DpUTpPONO33 TOMEHIETEH, CYNEK
KEMIT1H/I€ SPUTPOKAPUOLIUT
KYpaMbl TOMEHJIETEH, O1paK KETUIy1
Oy3blJIMaraH.

['paHy 01U T/3pUTPOIUT KATHIHACHI
10:31-20°1 (vvanmeimTeima 2-1-4-1)

Cyiuiex Kemizin
CUCMOJIOCUAJIBIK
3epmmey
KerinBERANOOUONCUA)
HEUTPO(UIIBIIEp CAaHBIH KOCKaH/a
I'paHyJIOLUTaPiIbl KaTapAblH
xcacymanap CAaHBIHBIH >1<0fapnay51;

bnacTTel KkacymagmapablH a3gaFraH
MeJIIIEpi;

['uneprnasusiianran
MeTraKapuoLUTapJIbl OCIHI;

..l. [\ CI CLI]




Akcenepauus ¢hazacwot

Mbuican:

I'emMorno6un — 75 r/n
Dpurpouutsl— 2,45 x10'2 /i
Tycrik kepcerkim — 0,9

I'emocpamma

JIEUKOLIUTTEP CaHBIHBIH KbUIIAM XKOFapPJIAyhI;

JletikoopMyraia rpaHyJIOUTAPIIBI KaTap IbIH Petuxynouur — 0,3%
’Kac JKacyiajgap CaHBIHBIH KOFapJiaybl TpomOouut — 125 x10° /n
(MPOMMENIONUT, MHUEIIOIUT) OIACTTHI Jetikouut — 58,2 x10° /n
»)Kacymanap canbIHbIH 15%-1aH KoFapiaysl; Muenobnact — 10%

[Tpomuenonur — 3%
0
bazodunbaep canbinbiy 20%-Fa xKoHe Muenorurt — 2%

703MHODUIIBIEPAIH KOFapJiayhl; 1/ neitrpodm — 1%
c/s nerrpodbus — 40%
Do3unodpui — 20%
bazodun — 7 %
Jlumdornut — 16%
Mononut — 1%

COD — 28 mM/4ac

TpomOouUTTEp CaHBI SPTYPIIL, KEHOIP
HayKacTapjia TpOMOOIIUTO3 CaKTaJIa Ibl,
KU1 TPOMOOIIUTOIICHUS;

AWK
aHm3(

Kopbtmuinowl: 6nactemus, JJIEUKOLUTO3,
HEUTpOoNeHus1, 503MHODUIIb-0a30(P bl
accouuanus. HopMoxpomael aneMus opraiia
aybIPIBIK Jopekee, TPOMOOIUTONICHUS.

10




Muenocpa
MMma

* [Ipomuenouurrep KoHE
OJIaCTTHI JKacyIllajap CaHbIHBIH,
*orapiaybl (O1acTTap caHbl
10%-HaH >XoFapsbl);

* D03UHODWIBIECD KIHE
0a30(huIbJCp CaHBIHBIH
KOFaJaybl;

* Merakapuonu
TTEP
CAHBIHBIH
TOMEH/IEYI;

* KbI3b11 KaH Kacay eClHIICIHIH
PEIYKIIHSICHI.

Cyiiex kemizin
2UCHOJI0ZUATIBIK,
3epmmey
(mpenanooduonc

* I'panynonurapibl Katap yys)

KaylajJapbIHbIH CaHbI
KOFapJiaraH, OJlacTTap *oHe
IPOMUETIOIUTTED
KOFapiaraHbIH KOHE
TBIFBI3IATIFAHBIH KOPYTE
OOJIaIbI;

DPpUTPOIIOI3/BIH TOMEH/EY],
W1 MEraKapuOLUTAPIIbI

OCIHIIJE;

[{uTOCTaTHKAJIBIK Tepanusi
KOHE aypylblH Y3aKThIFbIHA
OalIaHBICTHI (uOpO3abIH
KYILEIOL.

11



bnacmmul kpu3 gazacwi

I'emozpamma Mpvican:
JIeHKOIMTO3 HEMECE JIEWKOTIEHNS; * TI'emorobun — 58 r/n
° - 12
Heiirponenus; Opurpouut— 1,89 x10°=/n
. TK-0,9

bnact JKacylIaJIapbIHbIH JKOtapiiaybl (6JIaCT JKacyniaJjiapbl

° — No
30% >xoHE OJ]aH KOFaphl); Petuxynount — 0%

* Tpom6Gomur — 63 x10° /n
o JleitxouT — 12,9 x10° /n
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CTUKYJIOIMTTEPAIH TOJIBIK KOFaIybIMEH HEMECE .
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TOMEHCYIMEH KOPIHE/II.
e Do3unodun — 10%

Co3bUIMabl MUETOIEHKO3IBIH TEPMUHAIBII
FIDIH TEP A * bazodun — 8%

CaTBICBIHAFBI OJIACT JKacylIanapbIHBIH MOP(OIOTUSITBIK
KOHE IUTOXUMUSIIBIK €PEKIISTIKTEP1 OJIaCTThI KPU3IIH e Jlumdouur — 12%
OlpHele HYCKAChIH JKIKTEYre MYMKIH/IK Oepei: « Momnomur — 0%
MuenobnacTTsl HYCKa; e COD — 29 MMm/gac

5 . JIEMKOLIMTO3, HEUTPOIIEHU,
MoHO0O1aCTTEl HYCKa; 703UHOGUITB1-0a30DUITBI1

. accoruanus, JUMQpOIUTOIECHHUS,

OpHUTPOOIACTTBI HYCKA; MOHOIIUTOIICHUS, HOPMOXPOM/JIBI

aHEMUS aybIp AOPEXKENI,
Merakapuo0macTThl HYCKA; TPOMOOLUTOIICHHS.

WTI\/I!]\(\KW')I‘\’TV'FTT TYXT/INY A AOY *



T'ucmonozuanvik
3epmmey 20ici
KM
(mpenanoouo

Muenocpa
Mma

[ w
bnact jxacymanapbIHbI * AWKbIH GmacTThl MeraruiasuslCliA)

KOHE MPOMUEIOIUTTEP/IIH

CAHBIHBIH JKOFapIaybl,6acT * KBI3bUT KaH TY3y ©CIH/IICIHIH )KOHE

MeTaKapHuOLUTaPJIbl ©CIHAIHIH

KacyIanapbIHbIH
SIAPOJIapBIHBIH ©3repy1,01acT KBICKapy®l,

JTUaMETPIHIH YJIKEIO1;

* I'panynmouutrep

13



LiInToreHeTukanbIiK 3epTTey aaici

* CTa"HaapTThl HUTOT€HETUKAIBIK 3€PTTEY 9/1IC1 — XPOMOCOMAJIBIK KUBIHTHIKTHI
aHaJIN3 JKaCAUTBIH >KaJIFbI3 9/1iC. BYJI o/1ic KOChIMIIIAa XpOMOCOMAJIBIK
abeppalnusiapibl COHBIMEH KaTap HayKacTa akcenepanus ¢ha3achlHbIH Oap-
YKOKTBIFBbIH aHbIKTayFa MYMKIHJIIK Oepel. by oficTiH MakcuMaibIi
KOPCETKIII MUTO3 KE31HJIET1 JKacyIajgaparbl XpOMOCOMAaHbBIH alKbIH
OY3BUIBICTAPBIH FaHa KopyTe 001aabl. byJl oficTiH HIemyI pesl
CaJIbICTBIPMAJIBI TYPJE ToMeH 1-5% jkacyiara JeiiH.

(EER BE B g

88 EZ B¢ B3 84 zg &

12

49 e» 65 8§ BB a3

17 18
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8 oY

19 : 20 21 e Y

28 » A A 8
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dntoopecueHTTI rmbpuamnsauns aaiciin situ (FISH) -
Xpomocomagarbl (Ph+) bcr-abl
aHbIKTanysbl

* OaroopeceHTTI THOpUaU3aIUs dIICI in Situ
(FISH)cnierudukansl sxoHe cezimrad, o 200-500
Kacylaaarbl 1 JEMKEeMUSIIBIK KacyIlaHbl
aHpIKkTayra keMekreceal. byn FISH oxicin
KOJIJTaHFaH Ke37ie 0e11HOeTeH KacyIaaapaarsl
MaTOJIOTUSJIBIK KJIOHIAp bl aHbIKTayFa O0JIaIbl.
CoHbIMEH KaTap OyJ1 9J1ICTI TepuepUsIIbIK
KaHHBIH KEeCIHAJIEePIHEAE KOIJaHyFa O0Iadbl.
BCR-ABL-KOCBUIFaH T€H/1 aHBIKTAY YIIIIH
apHaiibl OOSJIFaH 30HITap bl KOJIAaHbLIA b
ABL-renre — kp13b1 TYCTi, BCR-TeHre —kox
TYCTI.

* KbI3bL1 HYKTENIEp — OWJI KAJIBINTHI 9-11161
xpomocoMaaarsl ekl ABL resi, an eki »kacbLl
HYKTE — OYJI KaJbIIThI €K1 22 XpOMOCOMaaFbl
BCR-H eki1 rei. JKacbn — KbI3bLI TYCT1 HYKTE
ABL xone BCR reHiHiH 22 XxpoMocoMaarbl
KOCBUTYBI 00JbII TaObUIaAbl. OChLIal

AWALE FAY T TN &R T £ T\ W l]f\vrrrn P — I]’\T'rf'ﬁ" WWS T AN SN R E SN SRS LSNR LN W
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[Monumepa3sabl TisbeKkTi peakuus

e [ITP aypyIblH JUAarHOCTUKACHIHIA
COHBIMEH Karap Teparus Ke31Her1
aypyJblH MUHAMAJIbJIl MOHUTOPUHTUH
kepcerenl. by oaictiH keMeriMeHn 5%
xarnanga CMJI quarHo3biH KOOFa
OoJ1az1bl, erepe MUTOTCHETUKAIIBIK
3epTTey Ke3inae Ph- xpomocomaHbl
aHBIKTAW aJIMaraH >Karaanaa. AHaJIu3a1
AKYPTi3y YIIIH KaH KOHE CYHMEK KEMITIHIH
KECIHJIICIH KoJiianyFa Oonaasl. by afic
JHK-nonumepasa pepmMeHT1 apKbLIbI
JIHK-H cnienugukanblKk KaiTalaHybIH
KOMPETTIK Kolripme (aMIuIMpUKaIys)
’acay apKbUIbl aHbIKTanIb1,0i1 BCR-ABL-
TPAHCKPHUNTIHIH XUMEPIH KOHE KONITETCH
KOIIIPMECIH aHBIKTAyFa MYMKIHIIK
oepenl. by oICTIH Ce3IMTAABUIBIFBI OTE
KOFAPBI JKOHE OJ1 KAJFbI3 CHEIU(UKAIIBIK 16
skacyiansl JJTHK memece PHK-man1 10%-10°




Co3blimanvt MuenoeiKko3 Ke3iHoe2i yumoxXumMuAavlK 3epmmey 0ici.
Co3blUIMalIbl MUCIOICUKO3IbIH, KalIIblIaHFaH (Pa3aChbIHbIH
UTOXUMMSIIBIK KOPIHICI: HEUTpOPUIbAEp/I1H ciITUIl (ocdara3achblHbIH
— 2-4 en neiiiH TomeHaeyl (KaneinTbiaa — 8-80 en.). KanbimThl
HEMeCe KOFapFrbl KOPCETKILITEP CO3bLIMAJIbl MUEIOJICHKO3 JUAarHO3bIH
aJIbIIl TaCTayFa MYMKIHJIIK OepMenl.

Kannviy ouoxumuanvik ananuszi: Keieci KOPCETKIIITEPAIH CaHbIHBIH
YKOFapJaybl:

3op KbIIKbLIBI (oiienaepae — 150 — 350 mxmonw/i1; epkekrepae— 210
— 420 MKMONB/IL.);

JIAL (135-250 EA/n);
ButamMuH B, (180-900 mir/mi);

TpaHckoOanamuH I sxone III.

Ynompaowviovicmulk 3epmmey 20ici MUEIOICHKO30€H aybIpaThbIH
HayKacTap/aa 0aybIp »kKoHE KOKOaybIp/IbIH YJIFalObIH Oarajiayra

17



[0 Cosblnmansl MMenonenkosabiH cosblniMarns! dasach!: aypyabiH backa

drasanapblHbIH benrinepi XokK; cuMnToMaapsl KoK (EMHEH KEWIH).

Axcenepanusi (azachl CO3bLIMANIBI MUEJIOJIEUKO3/IbIH O1p HEMece OipHele
OeNruIepiHiH OOMYHI:

Kanna sxoHe cyiiek keMirigae onact xkacymanapsl 10-19%;

ITepudepusiblk Kanaa 6azobunbaep canbl 20% ToMeH eMec;

Ilepcuctupnenren TpomOonutonenus (100 ¢ 109/1 temen),
€MMEH OailJIaHBICThl EMEC, HEMEeCE MEPCUCTUPIICHIEH
TpomOo1To3 (1000 * 109/1 K0Fapsl), Tepanusira pe3uCTeHTTI;

YAEMEIl CIUIEHOMETAJINS KOHE JICMKOIIUTO3, TepAUsiFa PE3UCTEHTTI (5 KYHAE
JICHKOIUTTEP CaHBIHBIH €K1 €CEJICHY1 );

2Kana xpomocom sl e3repicTep (*kaHa KJIOHHBIH naijia 0omysl). JKorapeiga
KOPCETIIreH akcenepanus (a3acbIHbIH OeJruiipi OOMbIHIIA
METaKapUOLUTTEPAIH PO EepaAUACHl AHBIKTATaAbl, PETUKYJINH1 HEMECE
KoJutareH i1 puOpo30eH OIPIKKEH HEMECE TPaHyJIOIUTAPIIbl OCIHAIHIH alKbIH
U CIUIA3USICHI.

Co3bLIMaIbl MUEJIOJICUKO3/IbIH OJ1aCTThI KPU3i:

- e (V) . . p— P~ NN 7
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CMUI koraprbl
Kaymi?

[IpenapartapabiH /103achl (JI9JIETALY
CaTbIChI OOMBIHITIA A):

* Nmatunu6 400 mr/Toym;

* Hunorunu6 300 mr/Toyi; Ust

Kok
 Jazaruau® 100 Mr/Tayi. = »
| i
Kocsimma UMmatu
aypy.ﬂapbm -

I/IMaTn

Huaoru

HUoO/
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Tepanusiabiy 1-1i
JTIUHUSICHI

TepanusiHbIH 2-1 JTUHUASACHI
(uMaTUHUOTAH KeiliH)

TepanusiHbIH

3-1111 JIMHUAACHI

Tepanustabiy 1-1111
JINHASCHI

TepanusiHbiy 2-1

JIMHHUSACBI

bapnbix
MalueHTTeP
VYBITTBUIBIK, KOTEPE
aJIMay IIbLUIBIK
Cyb6onTumMaibapl

xKayart

KayanTeig
0oMaybl

Ja3aTUHUO HEMECE
HUJIOTUHHUOKE CyOOTITUMAITh b
Kayart

JlazatnanO HEMECE
HunoruanOke >kayanThiH

%&%%Bﬁanuﬁ (pazacel xoHe
0JIaCTTHI KpPU3

[TaumeHTsI, KOTOpPBIEC HE
nonydaiu UTK

KeJIeg} AJpT
Bypeia nMatnHUO anFaH HayKacTap — alijio kﬂ,

HEMCCC

HNmarn

HUO

JlazaTuHnO HEMECe
Hunotnnu6

NmatuauOTi OYpHIHFBI HEMECE
YKOFapbI 703312 KaJFacThIPy,

a3aTUHHNO HCMCCC HHNJIIOTHHHU
a3aTUHHNO HEMCCC HHNJIIOTHHHU

Amno TI'CKT akcenepanusra aeitin
yaeyi memece T3151 myrarusicer 6ap
01acTThI KpU3

Jlazatuan6 HemMece HumoTHHUOTE
xanracToipy. IMaTuHnOKe
PE3UCTEHTTLIIK Oap, MyTalusIChl 6ap
HayKacTtapja mkana EBTM<2 6ann
ootipramIa amino CKT MymKiHAITH
AHOT

KM

Nmaruan6 600mr nHemece 800mr
Hemece Jlazarnau6 140Mr HEMece
HUITOTHHUO 400MT X 2 peT KYyHIHE

EI”%%\T/IH% %H,Z[aﬂyBIMeH
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Ph-HeraTtneTi doopma emi

CMUJI-npIH co3blaMansbl cTaauscbiHaa Ph-HeraTupTi BapuaHThIHIA
rHAPOKCUMOYEBUHA (ruapea) Tepanusichl aamenaeHred. ['uapea 20-30mr/kr
Oip HEMece €Kl KaObuiaayFra TaraibiHAanaabl. [Ipenapartsl meKTeycl3 yakbIT
KeJIEMIHE KOJIIaHyFa 00IaIbl.

Kasipri kyHre aeiin co3puiMalibl Ph-HeraruBTi MUeI0aeMKo3/IbIH
CO3BLIMAJIbI CTAAUSACHIHBIH ONTUMAJIbAbI CXEMAChl TUAPEAHbI
nevkonutrepAid 10 x 10 9/1 re ToMenaeyiHe A€HIH KOJJIaHy  JKOHE
opTYp:l BapuaHTTapa HHTPOH A (UA — unrtepdepon anbda) TaraiibiHaay:

A 5 ME/mM2 kyHje, TepiacTbiHa €HI1311e/1;

A 5 ME/M2 kyH caiibld nuto3apmen 10 Mr/m2 kyHiHe 2 peT op aljbiH
10 kyH KeJjieMiHJie TarallbIH1aJ1aIbl.

MyH1ail Tepanusi TOJBIK KJIMHUKO-TeMaTOJOTUSIIBIK PEMUCCUSIFA KETKEHTE
JeHiH KoagaHnbuiaael. Exi anTanblk y3ulicTeH kel MA skoHe nuTo3apabig
a3 103aChIHIa KOMOMHAIUS €M1 KYPri3uieal.

’Kanama ocepiepi Oonmaca aypy/biH cO3bLIMaNbI (ha3ackl OOUBI KaJFaCThIPAIbI.
12 aiiaH KeiiH eMHIH [IUTOT€HETUKAJBIK JkayaOnl (Ph-1mo3uTuBTI

o - 21
KJIETKanapAbIH caHbIHbIH 50% Fa JIeiiH )KoHE 0JJaH TOMEHJEIT a3at0bl)



[eMonoaTukanbIk baraHarnbl Xacyluanap
TpaHcnnaHTauusichbl

* [ eMOonoaTHKaIBIK OaFraHasIbl sKacylalapAblH ajI0oTeH/I1
TpaHciuiantauusckl CMJI HaykacTapbIHBIH Ka3bLTybIHA
okenryl MyMKiH. Kepceruiren eMHiH 0yi Typt CMJI-abIH Tek
KeO1p NalMeHTTepiHEe, aCKbIHYABIH KOFApFbl KAYITLIII KOHE
©JIIM JCHI'CHIH €CEIIKE ajla OThIPBII KOJIIaHbLIAIbI.

* CMJI HaykacTapblHAa JUArHO3 KOO KOHE EMJICY
IPOLIECIHAC HAYKACThIH OMIPIHIH Y3aKThIFbIH KOHE
OO0JKaMbIH aHBIKTAWTBIH OOJKaM/ bl (haKTOpJIapAbl €CKEPY
KEPEK.

* CMJI HayKacTapbIHBIH CAJIbICThIPMAJIbI KATEPJIIT1 TePaIIMs
OacTanraHra JCUIH €CEITENy1 KEPEK.
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[IporHocTuyeckue mKab Jist naguentos ¢ XMJI:

Socal et al. [19] EURO [20] EUTOS [21]
Bospacr (rogb1) | 0,116 (Bo3pact-43,4) 0,666 eciu He
crapue S0 HCTIOJb3YETCS
Pa3mepnl 0,345 x (cemesenka-7,51) | 0,042 x pasm. | 4 X pa3m.
ceJIe3eHKH (CM) CENC3CHKHU CEIIEC3CHKH
NaJdbNATOPHO
HIKe pedepHoi
YT
TpomboumTsI 0,188 x 1,0956 ecim He
(x10°/1) [(tpombowmTel/700)*—0,563] | TpOMOOLHTEL HCTIONB3YETCS
>1500
baacrei B kpoBu, | 0,887 x (bnactbi-2,1) 0,0584 x Omacter | He
% HCTIOJIB3YETCS
bazoduisi B He ucnonp3yercs 0,20399 ecrm | 7 x 6azouibl
KpoBH, % 0a30(ubl Oonee
3
JosuHoduani B | He ucnonb3yercs 0,0413 x He
KpoBH, % 903UHODUIIBI HCTIONB3YETCS
OTHOCHTEIbHBIH | DKCIIOHEHTA OT CYMMBbI Cymma x 1000 | Cymma

PHCK
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Huskumii <0,8 <780 <87

[Tpomexyrounsiii | 0,8-1,2 781-1480 He
HCTIONB3YETCS

Bricoxuii >1,2 >148() >87

[IporHocTnyeckas mKajaa BepOITHOCTH 0TBETA HA NMPeNapaThl 2ro MOKoJIeHus
UTK no Hammersmith [15]

DakTopsl Otger babl
Maxkcumanbhnbiii I otser | [1110 0 <l,5  Humkui
HA HMATHHHO 1-94% Ph+ 1

>95% Ph+ 3 >1,5  Cpennunt
Puck o mkase Socal Husknii 0 <13

Cpennuit/Bbicokui | 0,5 Bricokuii
Heiitponenus Jla 1 22,5

Her 0
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Emre xayanTblH KpuTepumunepi

Kayan kareropusicol AHBIKTaMa

[lutoreneruka

JIBIK JKayall Ph+xierox 0%;
(LOK): Ph+ xiretok 1% - 35%
Tonbik (TLDK) Ph+xnerok 36 - 65%
BemikTik Phtxite

(bIIO) TOK 66

A3 - 95%

(ALLDK) Ph+xne

Munuma TOK

JIBJIBI Ooitee

(Munl] YeM B 25

XK) 95%



IPUTPEMUS (I[II)IHAI7H31 MHOIMIUTEMMUS, BAKE3 AYPYbI)
AHBIKTAMACHI

OpUTpeMHUsI —  CaAlBICTBIPMAJIBI  KAaTepci3  KIMHUKAJIBIK  arbIMMEH
CUIIATTAJIATBIH, Karepil ICIKT1 aypybl. OCydiH Heridsl — MHUEIO0I0d3
13aIIapBIHBIH KACYIIACH], ICIKTIH HET13T1 CyOCTPATHI - SPUTPOLIUTTED.

Tapuxsi
e Aypyanl 1892 x. Louis Henri Vaquez anramn pet cunarrara.

¢ 1903 x. William Osler aypyabiH HeriziHAe CyHEK KEMITIHIH KOFaphbl
OeJICEHILTIT] )KaTKaHbIH OOJDKaMaraH.

e 2005 x. OlpHemie TOI 3epTTEYyIIIEP/I1H €HOET1HIH HoTHXKeciHAe JAK?2
reHingae VO617F myTanusacel alibLIbl.

IMUAEMHUOTIOTUACHI
e AypynbiH xuitiri 0,5 — 1,7 100 000 agamra.
e JKui ynkeH xoHe erne xacrta (50-70 xac), cupek - bananapaa.

e Kwui1 eBpeiiyiep apacheIHaa, 6T€ CHPEK HErpIIep/Ie KoHE KamoHAbIKTapaa
(atom OoMOachIHAH 3apan IIeKKEHIepIeH 0acka).
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ITHOJIOTUSCHI
e [eHeTUKANBIK OCHIMIUIITT:
Jlayn cungpomsl, Knaiindensrep ~ cuHIp by

CUHAPOMBI, biiyM CUHAPOMBI, oM M,
Mapdan cuHIAPOMBI

* MoHn3upiieHreH paauanms:

Pentrenaixk Hemece ramma-
coyJienep, paauo-Tepanus

6.6;1;95%?}(&&1%11’11“{0% TELTI%RéaHLIK Iop1-IOpPMEKTEp —
a3aTUONPHH, METOTpEKCaT, IuKIodochaH.
AHTHOAKTEPHSIIBIK npenaparrap —
XJ10paM(pEeHUKOJ (JICBOMULIETHH ).

* Bupycrap:

OnmrerH-bapp, pPETPOBUPYC, repriec,
IIUTOMETAJIOBUPYC.
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JPUTPEMUSHBIH HErI3ri reMaToJ0TrusiJIbIK KOPCeTKIITepi

Cyiiek kemiri

l !

MuesIouaThI Temip
SIS L 0L aJIMaCYbIHBIH
LSS KbLIAAMIAYbI
npoangepanuschl

|

AYypYIbIH COHFbI
Ke3eHinae
MOCTIPUTPEMHUSIBIK
Mnenoclmﬁrozz

AYypyAbIH COHFbI Ke3eHIHAe —
NAHUUTONECHUS

IepugepusiiibiK KaH

l

JpUTPOUHUTO3,
Peruxkynouurtos,
(icikTiK
JKacyuiajap)

I'eMaTOKPUTTIH
JKOFapbLIaybl

Kan

TYTKbIPJIbIFBIHBIH
JKOFapPbLIAYbI

-«

D

|

TpomoOouuTo3

JleikonuTo3

OPUTPOIMTTIH
THIIOXPOMHUSACHI

'MnepBonemus

I'eMOryI00MH AeHIeHiHIH KOFAPBLIAYbI




Y ecingijii Muesionposngepanus

/

Cyiiek KeMiriHe

/

Cyiiek KeMIr1HeH
ThIC

TpombouuTo3

MuUKpOUUpPKYIALMS
OY3bUIBICHI
ACKBIHYNap

CnneHomeranus

— | lenaTomeranusa

[MopTanbabl
rmepTeH3nd

l

JletikonuTo3, OPUTPOLNTO3
HeUTpomIIb i,
6azodubmi,
503UHODMITBII
MuUKpOUUPKYIIALS
AJITeprHsIIBIK OY3BLIBICHI
peaxIus
['unepypuxemus
[upkynsauusiars! KaH
KeJIeMI1 )KOFapbuIaybl
Hedponnruas,
EKIHIILTIK T
noaarpa [MneoTopuAnbIK CUHAPOM,

apuTpomMeranus,
apTepuangblk
rMNepTeH3uns, Tepi Kbillybl

PeitHo cuHapOMBI
Caycak ranrpeHacsl
Muokapn
MH(PaPKTHI
®dnedboTpomM003

OPUTPEMUSHBIH
HET13T1 KJINHUKAJIBIK
KOPIHICTEePIHIH
IIaTOT€HE3I1K ChI30achl
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Ke3ennaepi

K.]II/IHI/IKaJII)IK,FeMaTOJIOFHHJIBIK
chummarramMa

I KCSGH-6aCTaHKBI,33 CHUMIITOM/IbI ¥33KTBIPI>I-5)KBIH

IT A Ke3eH — SPUTPEMUSIIBIK,KOKOAYBIP MUESIIOUTHI METAIIa3HsChI3 ,

y3aKThIFbI- 10-20 KbIn

II b xe3eH — 3pUTPEMHUSIIBIK,KOKOAYBIP MUEIOUITHl METATUIA3UsIMEH

[T xe3eH — TepMUHATBIBI (AHEMHSUTBIK), TOCTAPUTPEMUSIIBIK,
KOKOAybIp MUEIIOATHI METAIUIA3USCBIMEH , MUETO(PHOPO3 1aMybIMEH,
HOTIIKECIH/IE JKeJIeNT JISWKO3 KOHE CO3BLIMAJIbI MUEJIOTIEHKO3 TaMybl
MYMKIiH.

CyObEeKTHBHOE 0J1aronoiay4ue ,0asy mietopa ,KeKoaybIp YiIraiiMaraH
KaHTaMbIpJIbIK aCKbIHYIAP HKOK

[ pIphImTE Ka0aT NeH TEPiHiH 0asy THIEePEMHUSICHI,0as1y SPUTPOIIUTO3

KaHz[a: TpOMGOI.II/IT ,HeﬁKOHHT KaJIBITIThI

Cyliek KeMIiTiH/e: TaHMHUEN03

YKanmel sxarnaliIpIH HalIapiaybl,alKbIH IUIETOPA ,
CIUICHOTE€MaTOMETANIHS ,TePi KOHE IIBIPHIITH KA0ATTHIH
THIIEPEMHUSICHI

Kanna: sputpornto3, TpOMOOIIUTO3, HEUTPOIIUTO3 COJIFA BIFBICYCHI3
Cyliek KeMIiTiH/e: TOTaabAbl YIII 6CIHIUT runepIuiazus .OmakTbl
Muenohuopo3

AVKBIH CIJICHOTEIIATOMETaJIHs ,YPaTThl JHATE3, AJUICPTUSIIBIK
ackbIHy. Temip xeTicreynriiiri 00Jybl MYMKiH,THITIEPCHICPUHEMHUS
Kanna: 1eiKoIuTo3, MUeIOMUTTIH KbUDKYbIMEH

Cyliek KeMiTiH/e: TaHMHUEN03, OIaKThl MUEIO(PHOPO3

AHeMmust ,TpOMOOIIUTOIICHHUS

CebernTepi: IMmIanaapMa,3pUTPOINIOI3IIH TapbUIYbl, TEMIp JKeTicIeyi
reMOpPPArHsIIbIK KOHE FTEMOIUTHKAIBIK CUHAPOM HH()EKIHMSIIBIK
aCKbIHYJIap aHbIKTaJIMau/IbI.

CrneHorenaToMeraius
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Knnnunka

I1neTopa - 3pUTPOLMT ASHI€HiHIH KOFapbLIayHhl,
JIeHKOUMTTIH, TPOMOOLMTTIH >KOFapblIayhl, Oac
aliHaybl, 0ac aypybl,caycakTapAblH,0€TTiH,
IIBIPBIIITH KAOATTHIH,)KYMCAK TaHIalIbIH (
KynepMaH cUMIITOMBI) SpUTPOLIMAHO3/IBI OOJTYHI,
apTepHUabIK TUIIEPTEH3US, bICTBIKTHI CE31HY,
KaHTanay, CyJbl IIapajapAaH KeHiH KylleHeTiH
TEp1 KbIIIbIMACHI, ( TPOCTArIaHNHHIH ,
TUCTaMHMHHIH OOcayhbl).

MuxkpouupKyasius Oy3bUIbICBIMEH KaH
TYTKBIPJIBIFBIHBIH KOFapbLIaybl. (TIHAIK
TUTIOKCHSI) — KO3 KOPYIHIH OY3bLIBICHI, KYJIaKTaFbl
1y, 0ac aifHallybl, SPUTPOMENAIITHN, ACKA3aHHBIH,
IIBIPBIIITH KAOATHIHBIH, 1IIEKTIH TPOGHUKAIIBIK
e3repici. (3po3us KoHE Kapa), 0ac aypysl ,
CTEHOKapAUSIIBIK aypynap.
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[1ThImaib! NONMIMTEMHS Ke3iHAeri CHMITOM MeH CHEAPOMEDIH IHHAMHKACHIHBIH ChI30achl

Tepanus
Aacywua AHmuazpezanm
Muenouomel BIOBIPAVBIHBIN \Kan sxcgysuscsl
nponupepayus HCORAPBIAVEL 1 ?mﬁu YUMOCMAMUX
'}-("g‘}gy‘ CUHOPOMBI 8 “> noaazpa
BIUBIHY =
O / pumpo o Cudeponenus
e | PW”PO#WW u&wawmrmmmw Hicpapin
p o/ Joenonarys san dmw,ﬁpog i nepe-
/ //\mymspipreian || f OPOMPM'{@W OpaTs Ot Ui ons

| 3};008 wMauoa ma_ub;paag HB 2 VAHAUHATHIM 6¥3bl;‘lbl€bi
. _. p | umos WCMH, Keaepy
| | »gpoufm:,mm Texamoxa

i a UACH > UnepmonuR
| peeay ﬂ {rKsxbaywip

2705

neompo. pammbz duames e =

NeRoyUME
UNEPCITERUTM -
Muerouome R
Xeseh | npoTUBepays Seppermusmi exec spumponos, .
CUHOPOMB! | Spumponoss pedyryuacs 0.2 awlxpyuwm,e
m P OMBOLUMONSHUN S
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Tpomooghunua — aprepus K9HE BEHAAAFbI
KaHTaMbIpJIbIH TpoMO03bl. (UM, apTepuutsi,
TpoMOO(DIE€OUTHI, TOPTAJIB/IbI TUIIEPTCH3US,
bangna-Kuapu cunapomsl, JIBC-cunapom).
MuenonponudepaTuBTi- CyHMeK KEMITTHAET1
KaHTY3Y1HIH ©CIHJICIHIH r'MIepIiia3usiChl
AKOHE DKCTPAMENYISAPIBI (QIICI3IIK,
TEPUICHJIIK JICHE TEMIIEPATyPaAChIHBIH
KOFapbLIIaybl, CYUEKTET1 aybIPChIHY, KAObIpFa
aCTBhIH/Ia aybIPCHIHY (OH JKaKTa CUPEK) —
crieHoMeranus (75 % HaykacTa) )KoHe
renaromeranus ( 40 %) MuenouaThl
MeTaruia3us CallIapblHaH ).

Ypammur ouame3 — 30p KbIIIKbUIBIHBIH
aJIMaCybIHbIH OY3bUIBICHI (KOFapbl SHIOTEH/TI
CUHTE3) OyHpEK IIaHIIYbIMEH,

nojarpa, nojarpajiblK MOJuapTPaNITHus,
HEPPOJIUTHA3 KENIEIT )KOHE CO3bLIMAIIBI
OYMpeK KETKITIKCI3AIN HOTHKECIMEH
Anemus
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HIniHal Bl MOJIUIMTEMHUSIHBIH
AUATHOCTHKAJBIK KpuTepuiiiepi (PVSG,
CIIA 2007)

o A Kamezopus:

A.1. KanaiiHaIpIM1aFbl SPUTPOIUTTIH
YKOFaphLIaybl epiiepie -36 MII/KT )KOFaphl,
omienaep — 32 MII/KT KOFaphl.

A.2. ApTepualnblk KaHHBIH OTTETIMEH
KaHBIFYbI KaJIBIITHI ( 92% >k0oFaphr).

A.3. CrteHOMeranus.

® Kamezopua B:

B.1. Jletikoruto3 12x109/1 sxorapsl (MHpEKITUSA
KOHE MHTOKCHUKAIIUS KOK KE3]1€)

B.2. Tpom0Ooruto3 400x109/1 xorapsl (KaH
KETY KOK KE€371€)

B.3. Ciurrum pocdarazansiy 100 Oipn
YKOFapbLIaybl.(MH(EKINS MEH HHTOKCHUKAITHS
KOK, )

B.4. Kan capeicybingarsl B12 —
OaitmanbICTRIPYIIBI KabineTi ( 2200 nr/mma
YKOFaphI)

B.5. Kan capbicyblHAaFBl 3PUTPOIIOAITHHHIH
KAJIBITITBIIAFbI )KOHE TOMEH KYpaMbl

/Inarno3 A koHe B kareropusiHbIH eKi
OeJrici , Hemece OapJIbIK Yy OeJri OoJiFanaa
HAKTBI 00J1a/1bI

HIbiHa¥BbI HOJIUIIMTEMUSTHBIH
AMATHOCTUKAJIBIK Kputepuiiepi (BO3,
2008)

® Yiken kpumepuu:

1. I'emorniooun >185 r/n epnepae >165 r/n
auenaepae

2. I'en myTanusicblHbIH 007yl JAK2(V617F)
Hemece backKa Kbismemmi Mymayus
(moicanviza 12 JAK2eeniniy 12 sx30Hb1 )
® Kiwi kpumepuu:

1. Cyiiek keMIT1HiH OUOTCHSICHIH/IA
TUTIEPKACYIIAIBIK KACTHIK KAJIbIIThIAAH
YKOFapbI ,yIIOCIH/ILII
MUEJIONPOaU(epalusiMeH.

2. KaHcapbICybIHAAFbI SPUTPONIOITHH
KQJIBINTHI KOPCETKIIITEH TOMEH.

3. DHporeH/1 ( TOyemnci3 SpUTPOIIOITHH )
SPUTPOUTHI KOJIOHUS 1N Vitro

JInaruo3 2 yJjaKkeH KpuTepum KdHe 1 Kinri
HeMece 1 yJkeH :xoHe 2 Killli KpUTEPUH
00JIybIHAA KOMBLIABI



[lnarHocTuKa

DpUTPEMUSHBIH Ke3€HIHE 0aliJIaHbICTHI ,KaH aHaJIU31HJIeT1 63TrepicTep

KanbinTbl

Bacrankbl keseH | Qputpemusinbl | AHeMUAnNbIK

Kepcerkimrep

GleTpOLl,VlTTep Ep:4,0-5,0x 10" 5,7—-7,5x 10'%/n 8 x10'%/1 sxoFaphI 3x a310'%¥/x1 a3
Oiten: 3,5 — 4,7 x 10%%/n 52—-7x 10%/n 7,5 x 10'%/11 sxoFapsI 2,5x 10'%/1 a3
TpOM6OHI/ITTep 180 — 320 x10°%/n 180 — 400 x x10°%/n 400 x10%n xorapsl 150 x10%n a3
HeﬁKOHHTTep 4,0 -9,0 x x10°/n Osrepmeren 12 x X10%/mxorapsl 4,0 x10%/1 a3
(uH(peKUs MEeH
WUTOKCHKAITUS JKOK KE3J1¢ )
PCTI/IKYJIOHI/IT Ep: 0,24 —-1,7% 2% KoFaphl KanbinTel ,TeMeH,)KOFaphl
oiten: 0,12 - 2,05% 2,5K0Fapbl 00JTybl MyMKIiH
OsrepmereH
OsrepmereH
TeMmomio6oun Ep: 130 - 170 /i 130 — 185 /0 Ep: 185 r/n xorapsr Ep: 130 r/n a3
Oien 120 — 150 r/n 120 — 165 1/ Onen: 165 r/nm Korapbl Onen: 120 r/m a3
TYCTi KOpC eTKIIII 0,85 —-1,05 ©3repMereH 0,8 nen TemeH KanbinTel ,ToMeH,)KOFaphl
00JTybl MyMKIH
reMaTOKpI/IT onen: 38 —47% 42 — 52% 53-60%>0Fapbl 40% a3
Ep: 42 - 50% 38-50% 51-60% sxorap 35% a3
DTK Ep: 3 — 10mm/car Ep: 2 — 10mm/car Ep: 0 — 2mm/car 10MM/caF XKOFapsbl

Oiien: 5 — 15mm/car

Oiten: 3— 15mm/car

Oiten: 0— 3mM/car

15MM/caF xKoFapbl
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MpbIca
b

OpuTpouutTTep —
8,0x10'%/x1

Hb - 210 r/n

L1B- 0,78%
I'ematoxput — 63%
MCV - 80¢pn
MCH — 24nr
MCHC - 23,6r/n

Petuxynonurrep —
3,3%

Jlerikonurrep —
19x10°/n

TagKasIpossl —
12%

CerMeHTa0pIIbI —
68%

Do3uHOpuUIAED
—5%

bazodpunnep — 2%

Momnonurtep — 9%

b R I
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Cyliek KeMIiriHiH JpuTpemMust Ke3iHaeri

OMOIICHSICHI MHUEJIOTPAMMAAbIFbI @3repicTep
Aypy MHUeJI0rpaMMaja
Ke3eHl

*)Kanmebl >kacymianap CaHbIHBIH
JKOrapJiaysl (kebinece

bacm apumpoudmol Ocindice
ank batinanvicmol),
bl *BO3MOXKHO YBEJIMYECHUE
kesen TPOMOOITUTAPIIBI

YKOHE/HEMeECe JICUKOIUTAPJIbI
OCIHAUIEP/IH JKOFapiaybl MyMKIH

(cupex).
*)Kanmsl xacymanap

CaHBIHBIH aKbIH

A - TUIIEpKJIETKAJIbI, YIII ©CIHI1II1 KOFapIIaybI;
HpOJII/I(l)epaI_[I/I}I; Spumpemunn erynepnnazus (ynzaio) yum
blK . . . . .
B - runepkieTKaisl, Kol MeIepae rezery | ) OGP,
HEUTPO(UIIBII TPAHYIOI033 JKOHE scyliex KeMirine Temip

SPUTPOIIOI3, JKETKLTIKCI3/IT;

C — GacTamnKbl Ke3eHIe *KaH TY3Y OIIAKTaphl Caphbl

IOCTIPUTPEMHUSIIBIK MUENO(HUOPO3; cyiex Kemirinze

D -nocTaputpeMusibK MUEIOPUOpO3, AHBIKTAJIA/IBL;

TOJIBIFBIMEH CYHEK KEMIT1H TOJThIPATHIH *pu6po3 olIAKTAPbIHIH Naii]a
00JTybl MYMKIH. 37
*JKAJIIbI Xacylla CaHbl TOMCHACTCH;



IIpenapar arsbl

Muenocan (Bycynvhan)

Muenoopomon

Empik acep ety
MeXaHU3Mi

Icikke Kapchl, MHEIIOTIOI3/IbIH
OaraHaJbl JKacyllagapbIHbIH
OeJIIHYIH CeIeTUBTI
TOMEH/IETE/Ti. DPUTPOLUTTED,
TPOMOOITUTTED JKOHE
JEWKOLUTTEP TY3IYiH
TeMeHeTe i (0acka KaH
YKacyIiajapbliHa KaparaHma).

[cikke Kapchl mpenapar,
CYMEKTiH KbI3bUT KEeMITiH/IE
KaH TYy3y/i OacarbIH.
MuenocanHbBIH
s¢pexTuBTLIIr 6oIMaraH
KarJaiia KOpCeTUITeH.

Icikke Kapcsl npenapar, JTHK-
7la TY3U1y IpoLeccTepin
Oy3azpl, XKacyangap OeliHyiH

QPUTPEMUSIHBIH, ABPINIK EMI

Koapanany Typi sone
MeJiepi

ke Kabwvl10ay, mamaKman Keiin,
Kanoazol 1eiikoyummep CaHvlHA
daitnanvimor: 40 — 50 x 10°/1 -1 —
1,5Mr yu1 pet Toyiirise;

* 200 x 10%/n meiiin — 1 — 2 Mr ymI pet
TOYJITiHE;

* 200 x 10°/1 ket — 2,5 — 3,5 Mr ymI
pet Toymirine. Emaey kypebt 3 — 5
anta. Pemuccus 6acramypiMeH
cyriemenneymn noza — 0,5 — 2 mr
TOYIIIT1HE.

*luke Kaowinoay,

anovinoa:

Bacrankpel mo3za — 250 mr Toymirine 4 —

6 anra;

*KOPCETKIITEPIIH KaJIIIbIHA
KeIyiMeH 103aHbIl25 Toymirine
IIefiiH TOMEHIeTenl oHe 4 arra
KaObUIIaliIbI.

scyiiemenneymri goza — 125 mr 1

— 3 per anTackiHa, 12 amnra.

[mke kaObuIAAy, | carar TaMakTaHyFa
nerid. bacranker mo3a 500 mr

mamaxkmany

Emnin 3¢ dexTuBTLINH
OaraJiay

*Emney ke3inae antaceiHa 1 per JKKA
KYpri3y KaxeT. Pemuccus kesinie
aiipiHa | per.

Emnin aghhexmueminizinin
Kpumepuscuol:

KaH/IaFbl SPUTPOLIUTTED,
JCHKOITUTTEP )KOHE TPOMOOIIUTTED
CaHBIHBIH TOMEH/ICY1;
*apTepHababl KbICBIMHBIH KaJbIIIKa
Kely1i,

*TepiHIH KbI3apybIHBIH JKOHE Tepi
KbIIITYBIHBIH TOMEH/IEY1 ;
*KOKOaybIp xKoHE OaybIp/IbIH
OIIIIeM/ICPIHIH TOMEH/IEY1.

Muenocan KpUTCpUAIapbl CUAKTBI
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ATBI

Auemuncanuy
U1 KbIUKbLIbL
(Acnupun)

Kypan
mun

(Aunupu
oamon)

I'enapun

OIic aTavybl

KaHHBIH TYTKBIPJIBIFBIH TOMEHACTETIH 9JIICTEP

MeankaMeHTo3abI daic

EMaik sepinin mexanusmi

KaOpIHyFa Kapchl apijiik 3at.
TpombonuTTepaeri GepMeHTTEPIH
CUHTE31H TEeXKEH/ 11, COHBIH OaphIChIHAA
TPOMOOITUTTEP/IIH arperanusFa
KaOUIeTTiir ToMeHaenal (6ip — bipimen
OalIaHbICY dHcaHe mpomoboyumapivl
YUBbIHObL MY3Y).

KaHntaMbIp KeHEHTETIH mpenapar.
[Nepudepusiblk KaHTaMbIPIAPIbI )KOHE
KYPEK TaMbIpJIaPbIHBIH KaHAWHAIBIMBIH
XKakcapTansl (apmepusiiapoa 6acvim).
AcnpUHMEH KOMOMHAIHSIIa aCTTUPUHHIH
AQHTHATPETAHTTHIK AKTUBTLIITIH
KOFapiaTrajsl , TPOMOTBIH TY311y
BIKTHMAJIJIBIFbIH TOMEHJICTY apKbUIBI.
Kan yto (hakToprnapbIHbIH

AKTUBTUIITIH TOMEHIETETIH

(mpombun, IXa, Xa, Xla scone Xlla
Gaxmoprapost) , KaH YIOFa KapChl
npemnapar. DpuTpeMusi Ke3iHze, KaH
IIBIFapy Ke3iHAe KaHHBIH
TYTKBIPJIBIFBIH TOMEH/ICTY KOHE KaH
aryJIbl )KaKCcapTy MaKCaThIHIa
KOJIJAHBLIAIbL.

Kaobliaaay aaici xxoHe
MeJiepi

KaH TYTKBIpJIBIFBIH TOMEHAETY
MaKCaThIH/A 111IKe KOJIaHabl,

no3ackl 125 — 500 mr, Toymirine 2 —
4 per. MakcuMaib/Ii TOYJIIKTIK 103a

8T

Imke KaObLTAAIABI, TAMAKTaHAD

anneiaaa 1 carat OypsiH. bacTanker

no3a 75 mr , Toyinirine 3 — 6 per.
Kaxer Oomran xarmaiiga mosa

toyinirine 3-4 per 100 mr-ra neifin

KOFaprnaryra 0oabl.

TampbIp inTiHe eHri3iieni, KaH
wsiFapy anasiaaa 20-30 Mun
oypsiH, 5000 EJI.

MeanKkaMeHTO3AbI eMec JicC

EMaik acepiHiH MeXaHUu3MIi

OpbIHaay daici

EmHuiH 3¢ dexeTuBTijIirin

Oarajiay

*Em

Ihhexmueminizinin

Kpumepuuiepi:Kau

KbICBIMBIHBIH

TOMEHJIEY1;

*KOJI-asIK CayCaKTapbIHbIH

Ce3IMTaJIIbIFBIHBIH

KaJITIbIHA Keyi;

*OPUTPOMETIAIITUAHBIH )KOFaJlybl.

Ewm s dexruBrimiri

KpUTEPHIIEP] ACTUPUH
IpernaparbiHa yKcac.

KaH yIObIHBIH TOKTaybl 00J1a]1bI
’KOHE MbIHA TECTTEPMEH
TonenaeHenl (Kaxn ywo
VAKbIMbIHbIY Y3ap)bl,
AKmuemeinzeH Hcapmoliatl
MpoMOONIamuHOl YaKblmmoly
JHco2apuayvl).
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I'eMOryI00MH KOHE reMATOKPUT MOJIILIEPIH

TOMEHAETY dicTepi
OJICTIH aThI Emaik acep ety
MeXaHu3Mi

Kan xcivepy

OQJICTI XKYPri3zy

TYTKBIPIIBIFBIH KOO 9/TICIHE YKCac.

Kan xi6epyre
aJbTEPHATUBTI 9JIC.
KannaHn Tek kaHa
SPUTPOIUTTED KUHATIAIBI,
COFaH 0aMIaHBICTHI
reMOIJIOOMH JKOHE
reéMaToOKpUT MeJIepi
TOMEHICHI].

Ipumpouyumadghepes

ApHaiibl xKaOAbIKTaIFaH
OenMee Kyprizineni.
[IIsiHTaK aliMarbiHA BEHara
KaTeTp KOUBLIAbI, O
apHaibl anmaparka
Kochutaabl. Anmapar 600 —
800 M1 KaH KUHANUIBI,
CEJIEKTHUBTI TYpJe
SPUTPOLUTTEP 1 OO
ajajbl, KaJIFaH 3JIEMEHTTEP
KaWTaJaH Iia3Mara
KYMBILIa/IbL.
Oputponurtadepes
anTacbiHa 1 pert xypri3uiesi,
eMJIeY YaKbIThl — 3 — 5 arira.

Emaik 3¢ pexTuBTIIIKTI
Oarasay

Emaik ocep mexanusmi, 9icTi )Kyprizy xoHe 3PGEeKTUBTUTIKTI Oaranay KaHHBIH

*Emoeyoin
Ippexmueminix
Kpumepuscol:
sputpountreps x 1012/
TOMEH;
sremorioonu160r/n —nen
TOMEH/EYI;
sreMaToKpuTTiH 50%
TOMEH/JIEY1.
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Jopi-19pMeKTiH aTbl

Deppym Jlex

Manvmodgep

Ar3a1a TeMip KeTKUIIKCI3IIrH KOATHIH

JTIPLIIK 3aTTAp
gcep ery
MeXaHHM3MI

Temip kerieH1, OChl IOPIITIK
3aT KYpaMbIHA KIPETiH,
ar3a/iarpl TEMipre ykcac
KeneTiH (geppumun),
coraH OaiIaHBICTHI aF3a/aa
Te3 apaja TeMIPAiH
KaJIblHA KeTyiH Kepyre
OoJ1aIbl.

Imke KaOBLIAANTBIH TEMIP
Mpenaparbl. OCEp €Ty
Mexanu3mi Oeppym Jlek
npenaparbl CUSIKTHI.

Kouxanysl xkoHe
J03aChI

bybikeTke Tepex
enrizuieni. Oprama
no3acel — 100 — 200 Mr
Toyairine. EMuey
Y3aKTBIFBI 4 aniTaJaH KeM
€MeC YaKbIT.

[mike kaObLIaHA B,
TaMaKTaHy Ke31HJe Hemece
TaMaKTaHy/JaH KeiiH
oipnen, 100 — 150 mr
no3ana, 1 — 3 per Toymirixe.
Jlopini maiinay Hemece
KYTY apKbUIbl KaObLIAayFa
6omnaapl. EMieny y3aKThIFbI
-3

— 5 ait. CylieMenaeymri
tepanusi — 100 mr
npenapar 1 pet Toymirine,2

Emaey 3¢ ekTuBTiIIriH
Oarajay

*Emoey
Ippexmueminizininy
Kpumepusacol: KaHIaFbl
TEMIp MOJIIIEPIHIH
KaJIITBIHA KEYi,

*TeMIp TaIIBLUTBIK

CUMIITOM/IAP/IbIH KOUBLIYHI,
*TeMOTIIOONH MOJIIEPIHIH
KaJIbITIKA Kenyl (aHemus

Ke3iHoe).

[Ipenaparrsin
3¢ HEKTUBTUTIK KPUTEPHSICHI
®eppym Jlek npenapaTeiHa

yKcac.
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A¥3ana ypartapaslH aiMacybIHa 9Cep €TETiH I9PifliK 3aTTap

J9pi-19pMeKTiH aTbI ocep eTy MexaHu3Mi Koipanysl xkone Emaik 3¢ ¢pexTuBTLIIKTI

103aChI OaraJsiay
.. *Emoenyoin
ke, TaMakTaHygaH KeiiH. . .
[Tomarpara Kapchl 3at, ar3aja 39p Ihpekmueminix

bacranksr nosza 200 — 400

KBITITKBUTBIHBIH CHHTE31H OY3aThiH, Kpumepuscol: KaHJarbl

MT ToyJiriHe, 2-3
AT T yparTap/blH ar3ajapia KoHe Y T 39p KBIIMIKBUIBIHBIH
: KaObLIAayFa OOJIIHTeH. .
TIHJIEPE >KUHATYBIH aJIJIbIH . MeJIIIepi.
OddexTuBTiniri bonmaran
aJIaJibl. . ey *OyBIH/IBIK
JKarIan1a TOYIIKTIK /1032 o .
600 Mr neiin KOPIHICTEP/IH
YKOFapIaThlIybl MYMKIH.  KOFaJIyBI.
. *Emoenyoin
[mike, TamMakTaHy Ke31H/E. e T T
3 bacrtanker go3a 100 — 200 DUMeDUACH: 35
A Op KBIIIKBUIBIHBIH 39pPMEH i, 3 — 4 e cpumep 23p
IIBIFYBIH JKOFapiaTaabl, COFaH . ... KbIIIKBUIBIHBIH 39PJCI1
(Cynvghunnupazon) OeminreH. DPpGeKTUBTUIIr

OaiiIaHbICTHI KaHIarbl

KOHIIEHTPAIIUSIChI TOMCHICH 1.

OoJIMaraH Kargana,
TOYMIKTIK 103aHbI 800 Mr
JCHIH KOFapiaTaibl.

MOJIIIEPIHIH YKOFapaysbl,
*30p KBIIIKBLUIBIHBIH
KaH/1a TOMEHJICY1;
*OyBIH/IBIK KOPIHICTEPIIH
KOFaITYBI.
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NuTepdepon- a

Jcep eTy KpuTepuiljiepi TOJIBIK PEMHUCCHS - KaH arbi3ya KaXXETTLIIr1 )KOK , TPOMOOLIUTTEP
600x10*9/1- 1eH TOMEH , TOJIBIK EMeC PEMHUCCHS -KaH aFrbI3y/ia KaKeTTutiri 50%- ke TomeH.
APTBIKIIBLIBIKTAPbI, eMHIH HITHKeJepi 60 % >karmaiiia TOIBIK PEMUCCHUSFA KETE/ ,
70%-yraitFran kexOayblp peayKuusaanaasl ,75%- Tepi KbIIbIHYbI OakbuIaHaAbl JKiTi JeiKo3
Kargaibl 0ojiMaca , Cy MpolieIypachiH KaOblIayFa 0ailaHbICThl TeP1 KIIIBIHYBIH
TOMEHJIETYTe KaO1IeTTi.

KemunijiikTepi , ;kanama ocepiiepine JieHe caaMarbiH xKoranTy (20 Kr-ra JeiiH , anTacbiHa
30 Xb memnmepae 1bi1 KaObLIay), ICUXUKAIBIK OY3bLIBICTApP, OaybIp MEH Oyipek
KbI3METTEPIHIH OY3bUIBICTAPHI , Keiife HMHPEKIUAIBIK aCKbIHYIAp JaMUIbl . EMJII TOKTaTyFa
10-20% naykacTtap MaxOyp Oonaasl. bipHeie kpuiiap 00ibI MapeHTepaIbl KOJIMEH EHI13y

KOJIAUCEHI3.

gJcep eTy MeXaHM3MIi [IUTOKUHJIEP )KaHAMaChl TATOJIOTUSIIBIK MUETONPOIu(epanysHbl TEXEHIl ,
TPOMOOIUTTEP , ICHKOLUTTEP MEH IPUTPOLIUTTEP CAHBIH TOMEHAECTEAl , TPOMOOLUUTTEPMEH

OHAIPUIETIH 6Cy (PaKTOPIHE UHTUOUTOPIIBIK KbI3MET €TE/I].

KepceTrkimTepi XxuMusTepanusiHbIH aJIbTEPHATABACHI , 9Cipece KUHANTBIH TEP1 KbIIIBIHYBl MEH
TpOoMOOILIMTO3bI Oap Kac HayKacTapra TarailbIHAANIbI.

Koanany aaici MeH moJiiepi oferre em antackiHa 9Xb meniiepae 0acTtanaasl )koHEe KaKETTUIIKKE
Kapail 1-3 alilaH COH MeJIIIEePIH €CeNeh/ Il , apbl Kapail MeIIep/Il eCIpy/l KalracThIpaasl , Oipak 43
anTackiHa 30XFB TeH kor emec. EMm cxemacekiaa HT (40-45%) kaIbIIITHI OOJIFAHIIIA KAH aFbI3VIEI



JpUTpeMus Ke3lH/Ie CIVIEHIKTOMHUSHBIH
KOpCEeTKITEPlI MEH Kapchl KOpceTKilTepi.

Kepcerkimri

e [eMonn3aik aHeEMUA
YKOHE
TPOMOOLIMTOIICHMS,
TUIICPCIIICHU3M TYPJE
TybIHAaFaH, )KOHE 1¢
ayTOUMMYH/IbI
MEXaHN3MMEH;,

* OTe yIFaiiraH KekOaysbIp,
KBICBLTY aCKbIHYBIH
TYBIHJIATaThIH;

* Kanranamalsl

KOKOAybIPAbIH
MH(APKTHI;

Kapchl kepceTkinri

* MuenoaucIuiacTUKaIBIK
CUHAPOM ( KOKOaybIpJIbl
aJIbIIl TacTaraH COH
HAYKaCTa XKEIAEH JICUKO3
JaMybl MYMKIH)

* JKorapbl JIEUKOIIUTO3;

* 3HAUUTEIILHOE YBEJINYCHUE
IICYCHH,

* JIBC cunapowm;

* byiipek KbI3METIHIH,
KYPEK TaMbIp
KYHECIHIH 44
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CI/IMHTOMaTI/IKaJIbIK TCpalus

e JKorapsl apTepusiibbl KbICHIMIbI KOPPEKIMAIAY —
AHTUTUIIEPTEH3UBTI1 A2apuiep (Juzurnonpun, Amnoounun).

* Tepi KbIIIBIHYBIHYBIH KO0 — AHTUTHMCTAMUHJIBL Ipernapar
(Ilepuaxmun).

* AOPETHEMEOPAKHARCERYTY [(OHYPEK BN EKBLIRCBOTRIHIKIPEK
PPUKQSMEIE ) Cvqeotharmun, Kopenukor).
* ACKa3aH »KapacbIHbIH JaMYbIHbIH AJIbIH aJ1y — FaCTPOIPOTEKTOPHI

* KouoaysipaadamRacyIATAPbIHBIH bIALIPAYbIHBIH KYLICIOIH
KOPPEKIMAIAY — XUPYPTHUSUIBIK KOJIMEH ar3aHbl aJlblll TacTay.
(backa emOik a0icmepOin acebi bOIMARAH Ke30e).

ﬂ i Tc
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Co3vinimanwi mesaKkapuouumap.ibl

J1eUKO3.
AHBIKTaAMAa

MerakapronuTapiibl KOJIABIH KETUITeH (POpMAChIHA JICHIHT1
i@ depeHIUPOBKAChl KAaKChl CaKTaJdfaH sKacyllajap.bIH
OaraHaibl  JKacymiajga IIeKci3  mnpoiumdepanusiaHyblaH
JAMHUTBIH CO3bUIMAJIbI JIeK03. CMHOHMMAAPHI: OIPIHIIIIKTI

TPOMOOLIMTEMMUS, IIILIHAUBITPOMOOIIUTEMUSI, 3CCEHITUAIIb IbI
TPOMOOLIMTO3, WJTAOTIATUSAIIBIK TPOMOOLIUTEMMS,
scceHIanbHas TpomoouuTemus (OT).

MUAEMHUOJJIOT U

Tapanysr Eypora men AKIL Ta 100 000 epecek TyprbinFa
[IaKKaH[Ia KUALIIT YIICYASH KeJedl, KblUibIHa skaHa 6 000
aypynap Tipkeaeal. J[marHo3 KOMbLIFaH COTTET]

HayKacTap/IbIH OpTalia kacel— 65-70, >kactapra (ImamameH
20% - 40 >xacTaH TOMEH) 9oHE TiNT1 Oanamapra ga (1

pertik xargaii 10 000 000 TypreiHFa) cunartel. Epiaep MmeH
aﬁemlep KAThIHACHI — 1,5:2. Ken xcaleaﬁgla OT Oasy

epiimMenl aypy. Kan aHanuzinjae e3replc aHBIKTAJIFaHHAH 46
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Imuonocus HcaIHe namozeHes

Co3plIMajbl MErakapuoLUTapiIbl JICHKO3/bl allFall PET KbLIbI
OnmTelH koHe l'emen cumarram skas3abl, OlpaK ATHONOTHUSA
MEH Kayill (pakTopiapbl OCbl KYHI€ ACHIH aHBIK alilKbIH €MEC.
IIponeccke  CyHe€K  KEMITMHIH  MOJHUIIOTEHTT1  13alap
KacyIiajgapbl KaTblCaThIHBI OCAT1I1. TpOMOOLMT ©HAIPITY1HIH
Ke0e101 MYMKIH METrakapuOLMUTTEPAIH IUTOKUHJIEPIE
Ce3IMTAIAbIFBIHBIH, KOFApPbUIYbIHAH TYbIHJAFaH, KEPICIHIIIEC
TOMEHJICYl HHIruoupieyi @akTopaapablH ocepl.MyMKiH
OenruIl pesal CyHeK KeMITHIAEe MHKPOOPTAHBIH Oy3bLILICHI
OMHAWaBl. ODpUTpeMHUs KE3IHAE TPOoMOOreMopparusblK
CUMIITOMHBIH JaMYbIHBIH MEXaHW3MIl KaKChl aHBIKTAJIFaH,
KOHE OFaH arperanusHblH TOMEHJEYl >KOHE >KOFapblIayhl,
XUMUSIBIK ~ 3aTTapAblH  Kacylla 1lIHE JKUHAIYbl
BunneOpaHaThlH pUCTOLECTUHI (PAKTOPBIHBIH, OCICEHLIITI
TeMeHjeyl , BuineOpana (GakTOpbIHBIH MOHOMEPIHIH
MOJIEKVIISDIIBI MaccachbIHBIH XoFapbliavel. 111 aHTUTDOMOMH.



KIMHHKAJIBIK KOPIHICI:

*30-50% HaykacTapaa aypy CUMITOMCHI3 6Tyl MYMKIH.

*BazomMoTOp bl cUMIITOMIAP: 0ac aypy, KepydiH OYy3bLILICTApPHI,
TPAH3UTOPJIbI UIIEMUSIIBIK, 111a0YbLII.

*TpoMOO31ap MEH KaH KETY 9AETTEr1 aCKbIHYbBI OOJIBbIN CaHAJIadbI.
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I. 'eMopparusijibIK KOpiHici:

 ['eMopparusiiblK KOpiHICI a3Ka3aH -1I1eK YKOIJaphl, OKIIC ,
OYHpeK TEH KaH KETY ’KoHE TepLIlK TreMopparusiapMeH
cunarranaabl . Cupek eMmec crieHoMmeranus (40-50% ), 6aysip
yirarobl (20%), »Kanmbl d/ICI3/1K, Oac aliHally, 0ac aypyhl, €cC IIeH
3€H1HHIH OY3BbLIBICTAphl AUCHOPHS, SPUTPOMEraIus, asK
KOJIJIBIH, JUCTaJIb/1 OOJII1H/IE, KYJIaK ChIpFalIblFbl MEH MYPBIH
VIIBIH/AA YUBIN KAy CE€31Ml , SIIUTacTPUM aliMaFbIHBIH
aybIpCBIHYHI . JIuMdaeHonarus , caiIMaKkThIH TOMEHJICY],
cyodeopunuteT ToH. Jluarnos kospaa 30% HaykacTa
CHUMIITOMCHI3,

I1.Tpom003 KepiHici:

KapTt HaykacTap/ia k11 TaMbIpaap/blH 3aKbIMIATybIHA
OaMJIaHBICTHI TPOMOO3 CUMIITOMBI KE€3/I€CEI].
TpoMOOTHKAIIBIK ACKBIHYIAPAbIH apachIHIA KU1 4



J/lnarnocruka

Kasipri yakeirTa 9T - :
UarHoCTUKalay¥ra . “
apHaWbI

1a00paToPIIbI
QIICTED XKOK,

1. T'emorpamma:

- TPOMOOIIUTO3 SPTYPIL
TOPEKEIET1
AUKBIHABUIBIKIICH ,

TUTaHTTBI TPOMOOILIUTTED % m :
KE€3/1eCyl MYMKIH. ] _ A

- JleukouuTTEp MEH
SPUTPOLIUTTED
HOPMaJia caKkTajaakbl, AT ToH nepudepunanbik
[IlamManbl 3pATPOLIATO3 KaH
KOHE 0a30(PUIHSIIBIK,

QﬂQT/TT—T(\(hT)I TIIATTWIVK
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2. Muegorpamma:
-)KacylaJlaHyJIbIH JKOFapiaybl aHbIKTaaabl (90% karaaiija ) )KoHe MerakapuoIUuTO3
Oalikanaapl. MerakapuouuTTep DcceHuuanbal TpoMOouTeMust Ke3iHae
JTMCTIIACTUKAJIBIK YKOHE JIEe OJIIIeM] TMraHTThIK(aca ipi),»Korapbl IIOHMITHIFBI Oap.An
[TomuuuTeMust MEH CO3bLIIMAJIBI MHEJIOJICMKO3Fa KaparaHia allbipMalllbUIbIFbI, KbI3bLI
OCIH/IIHIH KOHE TPAHYJIOIUTTIK 6CIHAIHIH THIEPIIA3UACHl 9ICTTE aHBIKTAIMAIbI.
Cyiiek KeMIriHiH OUONTaThIHAA PETUKYIMH/IIK TAIIIBIKTAP/IBIH MOJIIIEP] )KOFapJiaraH,
TaJ1aJibl .

Cyliek KeMiri Cyiiek kemiri
( FeMOTOKCHHMEH KOHE PO3MHMEH ) ( PETUKYIMH/IK TaJIIIBIK)



3. Koarysaorpammana:

* -TpoMOOIIMTTEP KBIBMETIHIH KEMICTIT1,0HBI aAT€3USIIBIK KIHE arperarusIbiK
KBI3METIHIH aKTUBTUIITTH 3€PTXaHANBIK ChIHAMANap apKbLIbI aHBIKTayFa OoJ1aIbl.
IIpOoTpOMOMH/IIK YaKbITThI )KOHE aKTI/IBTCHIleJIFGH KapThLIan
TPOMOOILJIACTUH/IK YaKbIT OZIeTTE KalbIIThI JCHI€H e Kalanbl. KaH ary yaKbIThI
KaJBIIIThI HEMECE Y3apFaH Kyiae 001ybl MYMKIH. KaH M1acTHHKACHIHBIH OMIP
CYPY Y3aKThIFbl 63T€PMETECH.

4. IluToreneTnkanaa:

* Mytanus 50% -ra neiin JAK2,CoHbIMEH Karap Harbl3 MOJUILUTEMUS KOHE
OIPIHIILUTIKTI MUETO(PUOPO3 KE3IHAE € KE3ACCE].

e« Mytanust MPL, 10 sk30H ( V617F-HeratuBTi HaykacTtapaa) © TpucoMuscChl 8
HKOHE 9 )KYII XPOMOCOMAHBIH.

*s['mnepmermmupienyi akybi3asiH SOCS-1 nemece SOCS-3 (SOCS —
cymnpeccopaapbl IUTOKUHIIK CUTHAJ XKYPri3uiyl — suppressor of cytokine
signaling) 6encenmipe ananst JAK-STAT curnanabst 6epy sKOIBIH HEMECEe
aJbTEPHATUBTI HEMece Oanamaibl koiaael JAK2 MyTalsicel yiracTblpa ajiajibl.

e« Mytanusinap LNK, NF1, cCBL, TET2, EZH2, ASXLI1, IDH1/2, DNMT3A

*s [[uTokuHaepiy OnocuHTe31HiH apTThipy (IL-1 Oerta, IL-6, TNF-anbda,
ICAM-1, puOpoHEKTHH, TPOMOOMOAYJIJIUH, TPOMOOKCaH A2 )



AT —Hin OuazHoCMUKANBIK KpumepuJiepi :

Awmepukanabik remarojor apintectepmer (WHO 2008 ) keneci Kputepuiaep YChIHBUILIBI:

1) TpomOoIUTTEp CaHbl KAaHHBIH €K1 KaTapibl aHaau3iHae 600 000 Mk —aeH actam, O1p aiIbIK
MHTEPBAJIBIMEH JKYPri3UIreH KOPThIHBIIA;

2) PeakTuBTI TPOMOOIIUTO3AbIH UACHTU(GUITUPIICHTEH ce0eOiH1H 00IMayhI;

3) OpUTPOLMTTEPAIH KAJBIIITH MOJIIIEPI;

4) Cyiiek keMirigae akbiH puOpo3abiH OonMaysbl (mpenaparTbid keminae 1/3 nae);

5) @unanenbPUsIBIK XPOMOCOMAHBIH 00JIMAaYHhI;

6) YabTpaabIObICTHIK HEMECe (PU3UKAIIBIK 3€PTTEYJIEP KOPCETKIII OOMBIHINIA CIVICHOMETaJHS;
7) Cyilek Mui runepkacyiajibl MErakapuouTTep TUIEPIUIa3UsIChI;

8) MuTepneiikiH- 3 Ke aca Ce3IMTabIFbl 0ap S9PUTPOUATHI HEMECE MEraKapHOLHUTTIK CEPHSCEL
KOJIOHUSICBIHJIA TATOJIOTUSJIBIK CYHEK KeMIT TeMOIO3TUKAIIBIK Kacyliajap KaThbICybIMEH;

9) KaJIbINThI C-peakTuBTi aKybI3ABIH MOIIIEpi )KoHe HHTEPICHKHH-6;

10) TemipTanmbUIBIKTE aHEMUSIHBIH 00JIMAYbI;
11) Oiienepne — reH ik noauMopPusmi X-XpoMOCOMAHBIH,.

Kemn emmemaep 6ap 6omca 1-5 sxone 6-11 yi enmemMaepi
TPOMOOIIUTO3/AbI ACCEHIMAJIB/I1 PETIHJIE KAPACTHIPY/Abl YCHIHBLIAIbI
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IT —niH OuaznocmuKaivlK Kpumepuiepi

PSVG-1997, 1999

TpombouunTos >600x109/n

lemaTokpuT <40% HEMecCe
APUTPOLUMNTTEPAIH KanbINTbl MesLEpi

MAC —TiH 6onmaybl

Ph’-xpoMocoMaHbIH, 6onmaybl

peakTuBTI TpoMBOoLMTO3Fa cebenTiH 6onmayhbl

KonnareHngik M1enocpmopo3aabiH ok 6onybl
Hemece mnenodmnbpos KeciHHiH 1/3 eH
kemiHae KM, ankbliH cnineHOMeranust XokK; oK

TpomBouunTTepAaiH TYpakThl Xxofapnayabi
= 450x109/n

Cynek KemiriHiH buoncuscobl:
Merakapuountrepaid nponudepaumnacs,ipi
XKETINreH MerakapuounTTepAiH CaHbIHbIH
asgafaH yIFatoMeH ;

HenTpodunbaik rpaHynonoa3said Hemece
3PUTPONO3AIH KEeTiIMereH doopmachiHa kapau
bIFbICYbIHbIH, 60rIMaybl.

Juarnocrtuka yiris /1Y KpuTepuiiiepin cakramay
nrardoctukaibslk Makcarra MM Hemece NMM®,
BCR-ABL1-oH XMJ1, MC Hemece backa aa
MUenonaThbl

XaHatysinimaepai

JAK2 (V617F) MmapkepiH Taby Hemece H6acka
KIoHanbAi Mapkepai.; an KnoHanbai
MapKepaiH oK 60nybl—-peakTUBTI
TpombBounTo3Fra ManiMeT >KOK

*9T pnarHocTukacbiHga 6apnbik
KpuUTepunep MaHbi3abl 6onbin Keneai.

B03-2008 * BCSH 2010*

Al1:TpomMGoUMTTEPOiH TYPaKThl XKOFapnaybl
450%109/n

A2: AnfaH natoreHgi Mytauusa (Mbicansl ., JAK2 B
Hemece MPL)

A3: MmnenonaTbl icikTepaiH 6acka TyprepiHin
6onmaybl, acipece U1, MM®, XMJ
Hemece MC

A4: PeaktnBTi Tpombountosra ceben oK

Bonybl XaHe KanbInTbl TEMiIp KOpbIHAA.

A5: Cyiiek-MunblK acnmpar XaHe

TpenaHobuoncmsa MerakapmoLMTTiH CaHbIHbIH
XXOFaprayblH KepceTefi a3 MernLlepae aHblKTanbimn.lpi
MerakapuouMTTepaiH rmnepnobynsaprbl S4p0CkIMEH
XXoHe apTblK LuTonnasMmameH

*A1-A3 unu Al + A3-A5
AT-HiH AMarHoCcTUKachbl YLLiH aca KepekTi
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OT xeHe MO kesiHaeri emip cypyai bomkay

1007

80 7

PMF-0

PMF-1

20 — 3T 100.0 4.4 99.1+7.8 839+x17.6
MMaP-0 921+ 7.1 80.8+11.7 67.9%x 237
0 NnVd-1  83.0+9.5 67.3+17.8 55.4+2938 n=476
1 | 1 1 1 | 1 L)
0 2 4 6 8 10 12 14 14
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Emoey npunuyunmepi:
OT HayKacTap/bl Japaiarn eMjey TpOMOOTEMOPPArHsUITBIK aCKBIHY/IBIH
kayin ¢akropbiHa Heri3aenareH (European Leukemia Net, 2011).
 Kayin ¢akTopsl (HayKacrieH OaiaHbICThI):
— achl > 60 xacTarsbl
—aHaMHe31Hj1e TpomMOo3aap TpoMoOouuTep canbl 1500%109 /n
— ZICHE CaJIMaFbIHBIH KOFAPBLIBIFbI

—XKYPEK-KaH TaMbIPJIBbIK Kayill (pakTopbl (IIbUIBIM IIIETY,
apTepualb/i TUIEPTEeH3Us, TUIIEPXOJIeCTEPUHEMUS)

— TPOMOO(PUIIMKAIBIK Kay1Il paKTOPBIHBIH 00J1yhI ((pakTop V
JleiiaeH, aHTUPOCHOTUNNATI AaHTHUJICHE)

* OT nHaykacTapra OIpIHIIUTIKTI HYCKAYJIbIK OMIp CYPY CaJIThIH
MoJM(HKaIMAIAYy (ICHE CalMarblH TOMEHIETY,CceMI3IIK Ke3ine Ibuibmv
IIEry/Il 10Fapy),COHbIMEH Katap AJl —HbI Kajaraiay

XO0JI€CTEpUH JASHIeMiH Kamaranaai oTeIpbin.Colikec KeJaeTiH HayKacTapaa

DT-Fa CoMKeC KeJIETIH Kaylll (pakTopaapbl 0ap: TpOMOOIUTTEPI1H
OMOXUMMSIJIBIK KOHE (DYHKIIMOHANIB1 OY3bUIBIC, IEUKOIUTTEP CAHBIHBIH
orapiaybl )koHe onapabiH, JAK2 V617F Hemece 0acka Mapkepi
KJIOHJAAPBIHBIH OOJTYHI.



OT emi (F. Cervantes, ASH, 2011)

TeMeH Kayin >Korapbl Kayin

] T/U<1500%10°N
T/u>1000%10°n 6apnbIK T/u<1500:10°n Hemece YKacbl <40

Hemece acnunpuH K KTiﬂ | K
Hemece ACnMpuH KanfaH — acnupuH ¥Kac Y

Kapcbl KkpeeTinreH HaykacTap KepceTinmereH afples]

ACTIMPHHIK rmapoKcumMmou
bakbinay TOMeH BN UHTepthepo I WHTephepoH

rmagpokcnmo4yeBmHa
[03achbl P _ H anbda anbda
+ aCNMUPUHHIH TOMEH

Ao3achl
Ketape KeTepe
anmayubinblK
Hemece TypaKTbInblk anvalublnbiK

AaHarpenut
Hemece
TMAPOKCUMOYEBMH

AHarpenut a
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I'mapoxkcumoueBrHA:

* Muenocynpeccusri arenrt, JIHK kypibivbia eceneyre kadurerti, JIHK kaiita
KYPBUTYBIHBIH KOHE CUHTE31HIH HHTHOUTOPBI

'eMOnom3/11H 13a11ap MIIOPUIIOTEHTTI Kacyllaaap/blH TeKenyl eceO1HeH
METaKapUOIIUTTIH a3at0bl

* bapibIK KaH TYy3yIil TIHAEP/1H 6CYIHE CEJIEKTUBTI EMEC dCEPIIL, dcipece JEHKOMOI3re

* JKYKTUTIKTE TUBIM CaJIbIHFaH

*pS3 AHTAroHUCTI (SIFHU ICIKTIK ©6CyTe KaOUIeTTI)

*5-10% >xargaiiia ruIpOKCUMOYEBUHAHBI KaObLI11ay Xkenen Jieko3/MIC
TpaHchOpMaITUAChIHA AJIBITT KEJIE/I.

* I'MapoKkcMMOYeBMHAHBIH PE3UCTEHTTLIIN/KoTepeaaMayibLIAbIK *

- I'mapoxcrMoOuYeBUHAHBIH K€3 KEJITEH J103aChlH/a- 3 ail €H TOMEHT1 J103aja 2 T/Toy
(2,5 r/Toy.80 Kr caiMakTaH KOFaphbl Ke37¢) KaObLiaay OapbIChIHa TPOMOOIIUTTED
canbl 600%109 /1 sxoFapbLIai bl

 TpoMOonITTEp canbl 400x109 /11 KoFapsl )KoHE JEHKOUUTTEP caHbl 2,5%109 /1 ToMeH

* TpombGonuttep canbl 400x109 /i xxorapsl sxoHe reMorioouH aeHrei 100 r/in TomeH

*  TEPiHIH JKOHE MIBIPBIIITHI KA0ATTHIH TOKCUKAJIBIK OCTLIEP1 KOHE asKThIH
KaHTaJIayJIbIPhbI

* * TUIPOKCUMOYEBUHAMEH OalIaHBICTHI ,JIMXOPAIKa

« « * Barbui T, Barosi G, Birgegard G, et al. European LeukemiaNet.
Philadelphianegative classical myeloproliferative neoplasms: critical concepts

and management recommendations from European LeukemiaNet. J Clin
Oncol. 2011:29(6): 761-770.
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AHarpeJufn :
*IIPOCTANIAHIMHCUHTETA3]Ibl METaKapHUOIUTTIH HHTHOUTOPHI
* TpoMOOIIUTTEPI1H TY31UTYiHIH )KOHE METaKapHOMMTTEPAIH KETITylHIH TOMEHALY1
* ['eMOM033/11H i3a1ap IJIIOPUIIOTEHTTI KacyllanapbliHa dCEP €TIIeH , CeJIEKTHUBTI 9Cep KopceTe .
« JIetikomonsra ocep etneit 1/3 HaykacTapja SpuTpOUTTEP/I1H CaHbIH OacTankpl aeHreiineH 10% -ra
TOMEHJIETY1 MYMKiH.
* KyKTiik Ke3iHae 0oaMan bl
» AHarpenu KaObuiaay ke3inzeri xeaen jeiko3ra/MJ]C aybicysl OenriieHOereH.
* 1997 xputbl AKIL —ta anarpenu muenonpoardepaTuBTi aypylapMeH acCallupiIeHIeH, TPMOOIMTO30¢H
aybIpaThlH HayKacTapra -1l JMHUAIAFbl A9p1 PETIHIE pyKcaT OeplireH.

e 2001xbU1BI 15 EBpOHOHI[TBIK/EBpOHOHI[TBIK emec enepae TpoMOOpeTyKTHH CUMITTOMIAPIbIH JlaMybl

peTiHje XeKke Oaranay Heri31H/e (4 KIMHUKAJBIK 3€PTTEY) 3CCEHIINATBIBI TPOMOOIIUTOMHUSITBIK €M1 PETIH/
KaOBUTaHIbI

NuTtepdepon a:

*KaH Ty3y TIHAEPIHIHUOCYIHAE CEJIEKTUBTI €MEC dcep KopceTe11,r'eMOI0A3/11H 13a1ap

IUTIOPUIIOTEHTTI XKaCyIaJapbIHTEKEI, MUEJIOCYTIPECCUBTI 9CEP KOPCETEI1,0MOIOTUSIIIBIK KayanThIH

MOAU(GUKATOPHI

« KyKTUITIK Ke31H/1€ KOPCETKIII

e [lerupnenren uHTepPEPOH KONAAHYBI KOJIAMIbI OOJIFAHBIMEH €M KYPTri3yJle a3aam >KarbIMChI3 3Cep
KepCeTe/1,CTaHIapTThl UHTEp(PEpPOHHAH YJIbI 9cepi a3.

*Iutepdepon —anbda JeHKO30reHAIIK KOpCETIIeH 1

*30-50% >xarmaiina HayKacTap ©31H-631 HaIlap Ce31HY JKOHE YJIbl CUMIITOM/IAp HOTHXKECIHe EMHEH

0ac Tapraabl — KbI30a, TPUII TOPI3A1 CHHAPOM, OKJIIBIYET *KOHE OYbIH aybIPCHIHYJIAPHI, JOKCY,

aHOPEKCUSI  JIepeccusi, YWKbl OY3bUIBICH], HEBPOJIOTUSIIBIK, TaCTPOUHTECTUHAIBIbI JKOHE

KapJIMOBACKYJISAPIIbI KOPIHICTEP KOPIHYI. 5



MWENOOMNCITACTUYECKNI
CHOPOM

*AHbIKTamMmachl

MwnenogucnnacTumkarnblKk CUHOPOM — CYMEK KEMIriHiH ancnnasnscbiMeH
XXoHe Xefen Nlenkosfa aybICy KayniMeH XXYPETiH, LWeTKepi kKaHaa

LUTONEeHNnAMEH CnatTanartbiH reTeporeH,u,i KrnoHanbabl TOObIHbIH aypybl.

*Onuaemuosorus. MOC — yrikeH xac ToOObIHbIH, NaTonorusicol. 80%
xarganga M C 60 »xacTtaH xofapbl 6eTTepae 6onagbl. EBponansik
engepae 50-65 xac apacbiHga MIOC 1 MnH xanblkTaH 40 XXaHa
Xarfgannap Tipkenin oTeipagbl, an 70 XacTaH Xofapbl 150 XaHa »Xargamn
1 MJSTH TYPFbIHFa LWWAKKkaHaa Tipkenin oTblpaabl.

*Jtuosorusi. Kerm perri 3eprreynepre kapamactan MJIC —Ti makbipaTbiH
cebernTepi OChl KYHIre JIeHiH aHbIK eMec. JKacylaHblH MyTalUsIChIHA JKOHE
1CIK JJaMybIHA aJIbIM KEJIETIH ATHOJIOTHUSIIBIK (paKkTopaap TOOBIH
KapacThIpaabl: BUPYCTAp, MOHAAYIIBI COyIIeNIep, XUMUSIJIBIK areHTTEp.
byrinri Tagna kangai ga 6ip MJ[C-ka apHaiibl STHOJOTHUSIIBIK (paKTop
TIpKEJIMETEH.
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Kayin karep dakTopsl

bipinwinix (uouonamusineix) mun — 80-90 % Kypaitabl.

OipiniiikTi M/IC kayin karep ¢pakropsl

TOKCMHMEH KaTHacTa 0oy (O€H3MH, OpraHUKAJIbIK €pITIHALIED,
nectunuarep) Paguanus

Temexi TapTy
TyKbpIMKyaalThIH )KOHE Tya Taiiga 0oaraH

aypymnap

Erne xxac

eKiHwiinikmi ( XMMHUOTEpanus caJJIapbIHAH JKOHE
0acka (aktopaap) — 10-20 %




NUVIACUCCUYINYYIINALIYLIZL IV AU DUD

i 2001T. i
PedpakTepHaq anemua AHemud, OTCYTCTBIE AN BAMHUYHLIE [lucnnaaun apurpouanoro poctka, <5%
BnacTHue kneTku Bnactos, <15% KoNbLEBUAHLIX
cupepobnactos

PedpakTepHas UMTONEHUA, MHOropocTKoBas  LIMTonerns (G- Wik NaHUMTONEHUA), Jlucnnazia 2 u Bonee pocTkoe knetox, <5%
Anennasua OTCYTCTBUE UNM BAMHMYHbIE BNAcTHl, MeHee  BnacToe, a Take: n 1 ¢ <15%, un 2 ¢
10%/n MoHOUMTOR >15% xonsueenanex cupepobnactor

PecpakrepHan UATONEHR ¢ 3BLITKOM Linronenms, mexee 10°/n MoHoumTos, Gonee  21-30% DNACTOB W/MNM HANWYME NANOYEK
Bnacoe, TpaHCGOPMUPYIOLLAACA 5% Bnacros Ayapa 8 GnacTHeiX Knerkax

XpOHMHECKMIA MUENOMOHOUMTAPHLIA Neitkoa  bonee 10°/n moroumtos, mexee 5% Bnactos  [lo 20% Bnacros
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MOC Kiuaukanslk KepiHici

NHTOKCUKALMSIIBIK — JIeHE CyO(peOpuibal
TEMIIEPaTypachl , TEPIICIIKTIH KYIIEHO1,

OJICI3/1K, alllIETUTTIH TOMEH/IEY1, IEHE
caJIMarbIHbIH TOMEH/ICY1.

AHEMUSITBIK — IIBIPBIIITHI KA0ATTap IbIH
KOHE Tepi KaObIHBICHIHBIH
003apybIMUKPOLIUPKYJISIHASHBIH OY3bLITYbI

['eMopparusiabK CHHAPOM — SKXHUMO3/IbI-
eTEXHAIbIBI OOPTIICNCD, IIBIPHIIITHI
KabaTTapaaH KaH KeTy

CrnieHoMeranus, renaroMeraius (CUuper)

Tepinik mHpUIBTpaTTap

JleVKOIIeHUSIHBIH cajllapbIHaH MH(EKIMOHIE
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[laToreHes

*‘MOC pamybiHOarbl HETi3ri HYKTE 0 i3allap KaH XacyLluacblHbIH
MyTaumsacel. MyTaumanaHraH XacyLluaHblH ypnarbl
renoaTmKanbIK KanbiNTbl XXacyllanapfra KaparaHga
bronoruanslk apTbiKWbIbIFbl 60n1aabl. CofaH 6annaHbICTh
MYyTaUMANbIK Xacyluanap CyMek KeMiriH TomMbIK KofloHM3auuanan
KanbINTbl reMONO3TUKanbIK Xacyluanapabl Texxeu anagbl. MAC
KesiHgeri MyTaumanblk 0araHarnbl XXacyLllaHblH epekLleniri
XKETISTTEH XacyLuara AeniHri nicin XeTinyi kabineTi xapTbinam
caktanfaH.bipak nicin XxeTiny npoueci 3eKTUBTI eMec cunaTtTa.
Con cebenTeH nepmndepunansik KaHOa XeTIiNreH xacyla caHbl
asaagbl.llepudepuanslik KaHOaHbI XXacyLluanblk KYpaMbIHbIH
caHOblK e3repicimMeH Katap onapabiH pyHKUMOHaNbAbI
aKTUBTINIriMeH TemeHaeyi bonaabl. [eMmonoaTukanbik
XKacyLaHblH NaTONrUANbIK KITOHbIHbIH, Nanaa dipwama pornb
aTkapaTtblH MUKpoanHana 6osnbein Tabbinagel. bipak MAC
OamMyblHOAfFbl NATONOMMANLIK NpoLeccke cTpoMarnbiK TIHHIH
KaTbICy MEeXaHM3MI TOMNbIK aHblKTanmvaraH.



Ipenanobuoncusn

CylieK MUBIHBIH KaCVIIAIBIFEL:

srunepxkacymaibl (50% xorapsl
Karaana)

ekasbinThiKacymaisl (30-40%
Karaanaa)

srunoxkacymanbi(20% a3 xarmaiiaa)
[ ucroronorpadus:

*KETUIMEreH 13aliap Kacylianap/ibIiH
ATUTUSLITBIK JIOKaJI3alHUsIChl
SPUTPOUATHI 13aliap KacylianapibIH
ATUTUSIIBIK JIOKAJIU3ALHSICHI.

*METaKapUOIUTTEPAIH aTUITHUSIIBIK
JIOKAJIU3AUSICHI

* F€MOTIOATUKAJIBIK JKACyIIanapablH
WHTPABACKYJISAPIIbl OPHAIIACYHI.

CTtpoMaIbJIbl ©3repICTED :

* 3PUTPOLIUTTEP
HKCTPaBA3AIUACHI

* CHHYCOUJITap Y3UIyl

°  cuHycoun CKIIepo30eH
KaOBIPFaChIHBIH
KEHEI01

* UHTPOCTHIAAIIB LI
mapaMerakapuoIuTapiIb]

budpo3

TUMGOUITTHI TYUIHIED

* IiasManuTo3

BUNARRI Y mranap vorraros:

* CYMEKTIK MPEeTY3UIIMHIH
VJIFarObl 65



OVNATHOCTUKAITBIK KPUTEPUUTIEP

MIC MuUHUMaIbABl  JUAarHOCTUKAIBIK  KPUTEpUUIIEP]  MIHACTTI  JUATHOCTUKAJIBIK
maptrapaal kypanaasl ( NCCN, 2009 OotibiHia ):

CraOunpal nuTOmeHUs 6 aijgaH KeM emec, (MblHA JKaFaaiiapaad O0acka , ITUTOIICHHS

criennpUKaIbIK KAPUOTHUIINICH KOcapJiaHFaH araaija HEeMEece KaH »acayIlbl €Ki OaFaHHBIH
JTUCIUIA3UsACBIMEH — OCHI JKaFjaiyiap/ia cTaOWIbbl IUTONCHUS Y3aKTBhIFbl 2 aijlaH KeM

yaKbITThI KypayFa THiC. ).

JUCIUIa31s HEMECE/MEH ITUTONIEHUsI JamMy ce0eO1 00JIybl MyMKIH aypyJapibl )KOKKa
HIBIFapYy.

M/JC nuarHo3blH KOKO YIIIH OChl €Kl JUArHOCTUKAJBIK IIapTrapa KOCHIMILA YII HETi3r1
KpUTEPUUJIIH Oipeyi colikec 00JIybl KepeK:

aucriasus (Cylek MUbIHAAFbl O1p HEMece VI HeTi3ri Kamkacay ecinauiepidiy > 10%
xKarjaiaa ).

Cyiiek MubIHIa OJacTThI kacymanap 5-19 % 0omysl.

CrnenudukanblK KapuOTHUII, MbIcalibl aenenus (5q9-), nenerus (20g-), +8 Hemece
—7/nenemms (7q-).

ConpiMmeH Katap , MJIC nuarHOCTHKACHI YIIIIH KOCHIMIIIA KPUTEPUUIIED KOJIJIaHAAbl , OHBIH
1IIHIE arbIMIbI IIMTOMETPUS HOTUIKEC] , _CYHEK MHUBIHBIH MMMYHHOTMCTOXUMUSIBIK JKOHE

CUCTOJIOTHSJIBIK 3€PTTEYIAEPl, MOJEKYJISIPIbI MApKEpIIEP Il aHBIKTAY.

buonTarTeiH, MOpQOJIOTUSIIBIK 3€pTTEYNEepi, TPENAHOONONCUS KOJIbIMEH alibiHFaH, , MJIC 66
MUArHO3BIHBIH BePpUUKALMACHL VIIIH MaHbI3ABI Ooibll Taobuianbl. COHBIMEH Karap




LUVITOICHC I VIRA] IDIR

3epTreyrep
JKarpiMab 5q-, 12p-, 20g-, +21, -Y, 1llqg-, 71,9
t(11(q23)),

KaJIBIIITBI, KC3 KCJII'CH eKl1

aHOMAaJIMS, KyYpaMbIHIA 5(- MEH
ApaibIk-1 +1q, anomamusimap 3q21/q26, 29 16
+8, t(7q), +19,
—21, ke3 KeireH Oipii Oy3bUIbIC;
Ke3 KEeJIFeH €Kl aHoMalus, 5q U

7 Xp KaTbICYBbIHCHI3 .

Aparbik -2 -X, —7 nemece7q-, Ke3 KEITeH eKl 15,6 6
aHOMaJIUsI

¢ —7 Hemece 7q-, 3 aHOMaJIUSIIBI
KOMILJIEKC.

JKarpIMChBI3 3 aHoManuAgaH KeOIl. 5.9 2,8
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IPSS mikamacel OoMBIHIIA Kayln™ Karep TOObIHA OaMJIaHBICTHI
MJIC meH HayKacTapJblH O0JKaMAbl KOPCETKIIITEPI.

[PSS-0y1 OomkaMabl CUMIOTOMAAPAbIH XaJbIKapaJblK IIKAIaChl.

ToMmen 31 %
0,5-1,0 Apanbik-1 3.3 3.5 39 %
1,5-2,0 Apanbik-2 1,1 1,2 22 %

>2.5 Korapsl 0,2 0.4 8 %
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WPSS wwkanacbkl 6oMbIHLLA Kayin KaTep TOObIH

aHbIKTay
BO3 knaccudukanmsicet  PA, PAKC, 5q- PIIM /I, PLIM/JI-KC PAWB1 PANB2
oorpiaa MJIC typi
Kapuorumn YKAKCHI opraiia Halap —
reMoTpaHcy3usaa KOK Perynspis — —
KaXKETTUIIK
Kapuorum:

JKakcsr! : kampinTel, -Y, del 5q, del 20q

Hamrap: 3x aHOManusIad kel HeMece 7 XpoMOCOMAalap aHOMAJIHSIChI
Oprama: KanraH OapJbIFbl

Perynsipnel remorpancdysusiiap — mMuHUMYM | 9p.macca Kyro op 8 anta 4 aif
apajbIFbIH/IA.

OMipmeHaikWPSS kayin-karep To0bIHA 0aHJIAHBICTHI.

Ote ToMeH 0 136
Temen 1 63
Oprama 2 44
Korapsr 3-4 19

69
Ote )xorapbl 5-6 8



Temen kayin-karep To0biHAaFrBEI MJIC MeH Emi
HAyKacTapAbl eM/Iey.

MJIC ke3injeri aieKBaTThl KYPri3yli
TEpaNUsIHbIH TPUHIIUIITEDI.
Tpaunchysus I'emopparusijibIK 3MU30ATTTAP Ke3iHae JeiKo(UJIbTPJIEHIeH
HeMece TPOMOOUTTEepMeH Tpacdy3us sKyprizrenaeri
CHUMIITOMATHKAJIBIK AaHEeMHUs Ke3iHJeri 3puTpouuTTep
Tpancdopmanusicbl. TpoMOoIMTTEP KOJNIAHBLIMAYbI KEPEK,

TPOMOOLMTONEHNS MEH KaH KeTY 'KOK HayKacTtapaa. Cyiek
KeMITiHiH TPaHCIJIAHTAIMSACHI JKOCIIAPJIAHBIN OTKAH
HayKacTapaa :xdHe TybicKanaap MeH HLA-colikec noHopsapaa
KaH KOMIIOHEHTTEPIH coyJaeJeHaipy MiHAeTTi.

Anemust DpUTPONIOITUHHHIH 0aCTaNKbl ICHTeWiH aHBIKTAy YCHIHBLIA/IBI.
Hayxkacrapna
20-30% np1 xayan , 1-2 ail apanbIFbIHIA.
Heiirponenust/mHbeKIus >50% naykacrapaa. 30-35% naykactapaa

neutpodpunaep<l,0x1079/m nemece 1.5x109/1, Tex 10% na
KJIIMHUKAJIBIK MaHbI3bI HHGEKIusIap 6ap. bapibik HayKacTapra
aHTUOAKTEepHaJIbJIbl TPOGUIIAKTHKA TaFalbIHAY KAXKETTIIIT KOK.
KC® neuttpodunaep canbia kebeutenal 75% Haykactapja, Oipak
KaJbl OMIPIIECHIKKE 9Cep €THEeH .

Tpombonuronenus 25-50% naykactapaa. TpoMOONO3THKANBIK areHTTTEp
T€MKOMITIOHEHTTIK KaxkeTTutikke acep erneiiai. (TPO, MGDF,

IL-11)
70



Ipenanobuoncusn

CylieK MUBIHBIH KaCVIIAIBIFEL:

srunepxacymaisl (50% xxorapsl :
SKaraina) CTpomalib/ibl ©3repicTep

*KasbIIThbKacymansl (30-40% 2
KaFfaiia) * HPUTPOLUTTED

SRt Ap sty CKIIEpO30€eH

* CHHYCOH]I

srunoxkacymanbi(20% a3 xarmaiiaa)

] rictoronorpadusi:

*KETUIMEreH 13aliap Kacylianap/ibIiH
ATUTUSLITBIK JIOKaJI3alHUsIChl KaOBIPFaChIHBIH 151

SPUTPOUATHI 13aIIap >KacyliaiapabiH WTHHI/IaHBI{H

ATUTIUSIIBIK JTIOKAJTH3AIHSCH.
napaMerakapuonuTapibl

*MeTraKapHOIMTTEPIiH ATHITHSIIBIK
JIOKAIH3aLHSIChI budpo3

* F€MOTIOATUKAJIBIK JKACyIIanapablH
WHTPABACKYJISAPIIbl OPHAIIACYHI.

JUM(OUATTHI TYUIHIEP
* [JIa3MAaIUTO3

QUNEPSIFASYIANAp YIFalObI
* CYMEKTIK MPEeTY3UIIMHIH
VJIFarObl 71



OVNATHOCTUKAITBIK KPUTEPUUTIEP

MIC MuUHUMaIbABl  JUAarHOCTUKAIBIK  KPUTEpUUIIEP]  MIHACTTI  JUATHOCTUKAJIBIK
maptrapaal kypanaasl ( NCCN, 2009 OotibiHia ):

CraOunpal nuTOmeHUs 6 aijgaH KeM emec, (MblHA JKaFaaiiapaad O0acka , ITUTOIICHHS

criennpUKaIbIK KAPUOTHUIINICH KOcapJiaHFaH araaija HEeMEece KaH »acayIlbl €Ki OaFaHHBIH
JTUCIUIA3UsACBIMEH — OCHI JKaFjaiyiap/ia cTaOWIbbl IUTONCHUS Y3aKTBhIFbl 2 aijlaH KeM

yaKbITThI KypayFa THiC. ).

JUCIUIa31s HEMECE/MEH ITUTONIEHUsI JamMy ce0eO1 00JIybl MyMKIH aypyJapibl )KOKKa
HIBIFapYy.

M/JC nuarHo3blH KOKO YIIIH OChl €Kl JUArHOCTUKAJBIK IIapTrapa KOCHIMILA YII HETi3r1
KpUTEPUUJIIH Oipeyi colikec 00JIybl KepeK:

aucriasus (Cylek MUbIHAAFbl O1p HEMece VI HeTi3ri Kamkacay ecinauiepidiy > 10%
xKarjaiaa ).

Cyiiek MubIHIa OJacTThI kacymanap 5-19 % 0omysl.

CrnenudukanblK KapuOTHUII, MbIcalibl aenenus (5q9-), nenerus (20g-), +8 Hemece
—7/nenemms (7q-).

ConpiMmeH Katap , MJIC nuarHOCTHKACHI YIIIIH KOCHIMIIIA KPUTEPUUIIED KOJIJIaHAAbl , OHBIH
1IIHIE arbIMIbI IIMTOMETPUS HOTUIKEC] , _CYHEK MHUBIHBIH MMMYHHOTMCTOXUMUSIBIK JKOHE

CUCTOJIOTHSJIBIK 3€PTTEYIAEPl, MOJEKYJISIPIbI MApKEpIIEP Il aHBIKTAY.

buonTarTeiH MOpQOJIOTUSIIBIK 3€pTTEYNEepi, TPENAHOONONCUS KOJIbIMEH alibiHFaH, , MJIC 72
MUArHO3BIHBIH BePpUUKALMACHL VIIIH MaHbI3ABI Ooibll Taobuianbl. COHBIMEH Karap




LUVITOICHC I VIRA] IDIR

3epTreyrep
JKarpiMab 5q-, 12p-, 20g-, +21, -Y, 1llqg-, 71,9
t(11(q23)),

KaJIBIIITBI, KC3 KCJII'CH eKl1

aHOMAaJIMS, KyYpaMbIHIA 5(- MEH
ApaibIk-1 +1q, anomamusimap 3q21/q26, 29 16
+8, t(7q), +19,
—21, ke3 KeireH Oipii Oy3bUIbIC;
Ke3 KEeJIFeH €Kl aHoMalus, 5q U

7 Xp KaTbICYBbIHCHI3 .

Aparbik -2 -X, —7 nemece7q-, Ke3 KEITeH eKl 15,6 6
aHOMaJIUsI

¢ —7 Hemece 7q-, 3 aHOMaJIUSIIBI
KOMILJIEKC.

JKarpIMChBI3 3 aHoManuAgaH KeOIl. 5.9 2,8
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IPSS mikamacel OoMBIHIIA Kayln™ Karep TOObIHA OaMJIaHBICTHI
MJIC meH HayKacTapJblH O0JKaMAbl KOPCETKIIITEPI.

[PSS-0y1 OomkaMabl CUMIOTOMAAPAbIH XaJbIKapaJblK IIKAIaChl.

ToMmen 31 %
0,5-1,0 Apanbik-1 3.3 3.5 39 %
1,5-2,0 Apanbik-2 1,1 1,2 22 %

>2.5 Korapsl 0,2 0.4 8 %
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WPSS wwkanacbkl 6oMbIHLLA Kayin KaTep TOObIH

aHbIKTay
BO3 knaccudukanmsicet  PA, PAKC, 5q- PIIM /I, PLIM/JI-KC PAWB1 PANB2
oorpiaa MJIC typi
Kapuorumn YKAKCHI opraiia Halap —
reMoTpaHcy3usaa KOK Perynspis — —
KaXKETTUIIK
Kapuorum:

JKakcsr! : kampinTel, -Y, del 5q, del 20q

Hamrap: 3x aHOManusIad kel HeMece 7 XpoMOCOMAalap aHOMAJIHSIChI
Oprama: KanraH OapJbIFbl

Perynsipnel remorpancdysusiiap — mMuHUMYM | 9p.macca Kyro op 8 anta 4 aif
apajbIFbIH/IA.

OMipmeHaikWPSS kayin-karep To0bIHA 0aHJIAHBICTHI.

Ote ToMeH 0 136
Temen 1 63
Oprama 2 44
Korapsr 3-4 19

75
Ote )xorapbl 5-6 8



Temen kayin-karep To0biHAaFrBEI MJIC MeH Emi
HAyKacTapAbl eM/Iey.

MJIC ke3injeri aieKBaTThl KYPri3yli
TEpaNUsIHbIH TPUHIIUIITEDI.
Tpaunchysus I'emopparusijibIK 3MU30ATTTAP Ke3iHae JeiKo(UJIbTPJIEHIeH
HeMece TPOMOOUTTEepMeH Tpacdy3us sKyprizrenaeri
CHUMIITOMATHKAJIBIK AaHEeMHUs Ke3iHJeri 3puTpouuTTep
Tpancdopmanusicbl. TpoMOoIMTTEP KOJNIAHBLIMAYbI KEPEK,

TPOMOOLMTONEHNS MEH KaH KeTY 'KOK HayKacTtapaa. Cyiek
KeMITiHiH TPaHCIJIAHTAIMSACHI JKOCIIAPJIAHBIN OTKAH
HayKacTapaa :xdHe TybicKanaap MeH HLA-colikec noHopsapaa
KaH KOMIIOHEHTTEPIH coyJaeJeHaipy MiHAeTTi.

Anemust DpUTPONIOITUHHHIH 0aCTaNKbl ICHTeWiH aHBIKTAy YCHIHBLIA/IBI.
Hayxkacrapna
20-30% np1 xayan , 1-2 ail apanbIFbIHIA.
Heiirponenust/mHbeKIus >50% naykacrapaa. 30-35% naykactapaa

neutpodpunaep<l,0x1079/m nemece 1.5x109/1, Tex 10% na
KJIIMHUKAJIBIK MaHbI3bI HHGEKIusIap 6ap. bapibik HayKacTapra
aHTUOAKTEepHaJIbJIbl TPOGUIIAKTHKA TaFalbIHAY KAXKETTIIIT KOK.
KC® neuttpodunaep canbia kebeutenal 75% Haykactapja, Oipak
KaJbl OMIPIIECHIKKE 9Cep €THEeH .

Tpombonuronenus 25-50% naykactapaa. TpoMOONO3THKANBIK areHTTTEp
T€MKOMITIOHEHTTIK KaxkeTTutikke acep erneiiai. (TPO, MGDF,

IL-11)
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OPUTPONOITHH

* JpurponodTuH (II10) -3pUTPONOI3IH HETI31 PErYAATOPBI - KEII KIICTKAJbI
13a1apiiap/iad SpUTPOLUTTEDP TY3UTY1H CTUMYIISIIUSIIANIBI dKIHE CYMEK KEMITTHEH

PETUKYJIOUUTTEPAIH OOIIHIN MIBIFYBIH dKOFAPbLUIATA/IBI.

* OIIO men tepanus MJIC MeH HayKacTapJblH >Kaimnbl TOObIHIA Tek 15-30% ra
ahdexTunTi )xoHe 70% Fa ACHIH KOFapbUIalIbl, KeJaecl KopceTKImTep OOMBIHIIA
taraiipiHAanca : Hb < 100 r/n, sagorenmi OIIO < 200 EJI/Mi, TeMeH Hemece
apanbslKk [ IPSS GolibiHIla Kayin-Karep TOObIH/A.

* bacrankbl Tepanusi(koppekiusa carbichl).llpenaparTbl KOKTaMbIpFa €HTI3TEHIE
0actankbl 7032 40 ME/kr nene maccel Ha 3 per anTtacblHa (korapel go3a 720
ME/kr neHe MacChblHaH anTachblHa acmaybl KEpeK ).

* Tepanus.lemorakputti 30-35% neHreiae Konaan TYpy YIIiH Ja3aHbl ajFalikbl
CaJIbIHFaH JI03aHbIH >KapThl MeJIIEpiHE ACHIH TOMEHJETy Kepek . Kommayuibl
JI03aHbI MHIWBUyaIbJbl TAHAAMIbI, O1p HEMECE €K1 arTa HHTEPBaJl apajibIFbIMEH.

* EHri3zy MesmepiH TOMEHJETY MEH OMIp CYPY canachblH KOTEPY MaKCaThIMEH
KOJIJITAHBLITYbl MYMKIH ;
OIIO y3ak ocepimen (Mbicanbl, Apanect 300 Mxr T/i 1 peT 3 antaga).



MJIC ke3inoeci necizei mepanesmukaiblk 6azoap

Bipinmisaik M/IC

Kayin-karep To0b1 00MbIHIIA cTPaTH(UKANUS
(IPSS, WPSS)

( Tome }: Apanbik I > ( Apaisik 11 X Korap >
n bl
60 xacrtan
TOMEH KOCHhIMIIIa
aypyJIapbIHCHI3:
baxsinay > (Ii)aﬁlcec JIOHOD
Ocy daxTonapsl Sosrar AnnoTKM AmtoTKM
Jlenanunomus (59- . Xenaropibl
: Karmanaa
Ke31H/e) Ao TKM: Teparus ' K IHHUKAEIK
Fnliouenmonﬂpnm ' 60 sxacTan ['mmomeTm ey ToxipGuenen
CYHEK MUBI Ke31H IeT1 npenaparra -
Y A YKOFapbI KOChIMIIIA penaparrap oTyl
LIcA Knnaukaisik
l'unmomerun ey AYPYTTApHIMEH: TOXIpOUeeH HPETARETTER
Y _ LIcA +- ATT .
npermaparrap OTYIII
(Tunouenmromnsip
AmnoTKM o rpenaparrap
JIBI CYHEK MUBI)

LIV T TINCOY




XEJIATOPIBI TEPAIIUSA

AyBIp METaIITAPMEH yIaHYIbIH CTaHIAPTThI
omici.omic 1950-x ayplp MeTanIap-CBUHII,
TEMIp, ChIHAIT )KOHE MBICTApMEH  YJIaHy
eMIHJIE KOJIJIaHy YIIiH OMIar TaObUIFaH.

Ouic MJIC xke3iHae TeMipMeH apThIK

J03a1aHy eMiHIe KOJIJTAHBLTATbI.
Xematopnasl — Tepamus ~— OacTalybIHBIH
CTaHIAPTThl KepceTKimi - (eppuTuH

neHreiiniy 1000 MKr/i xorapbl OOIYHI.

Jedepoxcamun (decdepau). Toymikrik

opramia y103a -20-40 mr/kr. Optaria
oactankel g03a —500 mr. Erep kau
capbICybIHAFbl (DEPPUTHH MOJIIEPI

%&?ﬁ%ﬁ%g %Kb §8Hgﬁlm)3(b(bKTHBTi
BacrHA RGN R MKET PRYGHe,

MJAC KE3IHAET'T UMMYHOCYIPECCHUBTI
TEPAIIUS

MJIC keitbip MMMYHIBIK )KY#e 3aKbIMIaTybIMEH O1p yaKbITTa
namuasl. MJIC HaykacTap/ia UMMYH/IBIK JKYiie
3aKbIMIAJTYBIHBIH KU1 KE3/IeCe/Il: ay TOAaHTHICHE,
JTUCTIO0YIMHEMHS, ayTOpeakTUBTI T-KieTKa KJIoHaapsl, T-
KJIETKAHbIH OpTYPJIl MOIYJISLHS ChIHBIH apachbIHAaFbl
nucOananc, NK-kneTkanbik Oy3bUIbic, T-perymspiibl
(CD4+25+; FoxP3+) nonynsuus >xorapaaybl, UJI-17 T-
KJIeTKaap eHIMI jKorapiiaybl (KaObIHYFa JICHIHT1,
MPOANONTHKAIBIK IUTOKKUH). Keitbip Haykactapma NK-
KJIeTKanap xoHe 6acka mumponurrep M/IC-kinonFa sxarajsl.

NMMYHIBIK TUCPETYISIUS KIOHAIbIbI T€MaTOIOT UsITBIK
aypyJiapblH AaMmybiHa Oeiimaeyl MyMKiH. CylieK MUBIHBIH
OaraHajbl KJIETKaJIapblHa OaFbITTAIFAH UMMYH/IBIK PEAKIIHS
MJIC maxkpipysl Hemece MJIC Heri3iHae 601aabl.
bencenaipiireH MUTOTOKIMKAIBIK TUMGPOLUTTED *KoHe T-
KJIeTKanap/ibIH KbI3MeTiHIH 0y3bu1ysl MJIC namysina
MaHbI3Abl. [ [UTOTOKIMKAIBIK TMM(OLIUTTEP CYHEK MUBIHBIH

aruIaCTUKAJIBIK HEMECE JIUCIUIACTUKAIIBIK ©3TePICiH, alanTO3/bl
OacTan *oHe XpOMOCOMAaJb/Ibl ChIHYJIAP MIAKBIPYbl MYMKIH.

MJIC rumnomniacTHKaiblK BapUAHTHIHIA (TUTTOTPOITH(EPATHUBTI)
arIaCTUKAJIBIK aHeMHSIMEH aHaJIOThIH/IA WMMYHOCYTPECCHUBTI
teanusa Kongaubuianel. MCT kommaHyra HETi3TT KOPCETKIII
CYMEK MUBIHBIH THUCTOJIOTHSUIBIK 3€pPTTEeYyIHIE KAHTY3YIIH
runormiasusicel  nanennaenyi, PSS OolbiHIIa TOMEH Hemece

apanbIK | Kayin-kKarep TOObI.
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HUKJIOCIIOP

UH A
T-xnerkanapgan  WJI-2  enaipinyiH
KoHe Oocam MbIFYbIH Texeial, T-
KJIIETKAJIAp CYNPECHUSIChIH  [IAKbIAJIbI,
reMOITI0A3/11 TeKEW allaThlH IUTOKUHIEP
OHIMIH (uaTepdeonaap, TNF)
TOMEHACTE/]. Monouurri AKOHE
MakpodarrapmMeH HET13/1eJITeH
MMYHUTETKE ocep etmeial. backa
UMMYHOCYIIPECCHUBTI npenaparrap
KOJIJIaHyJlaH  CKIHIIUTKTI  MHQpEKIHs
KayIi a3.

IMKJIOCIIOPUHMEH Tepanu :
3-5 Mr/kr/ KyHiHE 2 pET per os.

[{MKJIOCTIOPpUHHIH KaHJIaFbl
ONTUMaJIBJIbI KOHIIEHTpanuschl 300
HI/MJ ACHiH.

CyiieK TUIIOIUIACUSIChI CYHEK KEMITIH/IE
ME3TanoJIMKJIOHAIb bl TUMQONITHI
yTIEMEHTTED JKMHATVMEH. KATEIITEI

AHTHJINM®OIUT

APHBIH
TazapTelIran raMMa-TaI00yIMHALD,
ke0iHe MoHOMepi1_1gG,
KBUIKBI, KOSIH, €ITK1 KaH CapbICybIHAH
aJIBIHFaH, COMKECIHIIIE aJaM
TUMOITUTTEPIMEH
Hemece numdorurrepimMeH

HNMMYHU3alsIJIaHraH.
>KI>IJIKI)IHBIH AHTUTUMOIUTAPJIIbI

MMMYHOIJIOOYJIUHAEPI.

(ATraMm) KOKTambIp 1IIIHE TaMIIbLIATHIM
nHbY3Us TYpIHAC KOJIIaHBLIIA/IbI,
10-20-40  wmr/kr  fAeHe  caJMarbIHa
500-1000 M HaTpHUil XJIOp U30TOHUSIIBIK
epiTiHaiciaae 3-18 carar imnHae S5 KyH.
KaHHbBIH MMMYHOKOMIIEHTTI
KacyliajgapAblH >KOHE CYMEK MUBIHBIH
KoFrapel emec Oesncenauri kezinae ATIT
5-10 Mr/kr no3aja KoJIIaHbLUIA/IbI.
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XNMUNOTEPATTNA
M/IC eMinae KoiaaHbUIaAbL: “IIUTO3ap a3 A03aChl” CXeMacChl OOMBIHIIIA XMMUOTEPAIIUs )KOHE
xKezen Jieriko3aap OarapiaaMachl OOMBIHIIIA TEpaIus.

A3 J1I0O3AJIbI ARA-C

10 mr/m? (20 Mr kem eMec) J03a1a TaraiblHaanansl, KyHine 2 per 1/a 14-28 kyn. 15% naykacrapaa
TOJIBIK peMuccusi 0omnasbl, xapTeuiaii-20%. 10% sxarmaiiga MUEIOTOKCUKAJIBIK arpaHya0IuTo3/1a
MH(EKIUSAIBIK aCKbIHYJIAp (POHBIHA JIETATbbI ASKTaTabI.

Kenen neitko3gap OargapiaMachl OOMBIHINA IIUTOCTATUKANIBIK TEPAIUs aypy YAETEHE KYpriziien,
KenO1p karmaisiapaa HOpMO- HEMece TUIIePKIeTKabI cyliek kemirimeH PANB-na xxyprizineai. byn
xargahga TodblKk  pemuccems  10-12  ait y3akteikneH 50-60% HaykacTapaa —Oaifkasnajibl.

32% 16% 16%
¥ 3aKThIFbI I1P 9,5 ait 10,5 aii 10,5 ait
(aitmap)

XKanmsl Tipi Kamy 9 aii 3 aii 15 ai
(atinmap)
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5g- 1974 xbiel VandenBerghe
CUIATTAalN a3faH. 5q-
CUHJIPOMHBIH KJIMHUKAJIBIK
OeJNriciHe )Karaabl: MAaKpOIIUTO3,
aHEMUsI, KAJIBITIThI HEMECE KOFaphl
KOCETKIIIITI TOMOOIIUTTEP, CYyHeK
MUBIH/IA TUTTOJIOOYIISITBI
METraKapUOLUTTED.

MJIC 5Q- HAYKACTAPIbBIH
EMIHJIE JIEHAJIMJJOMU /A
KOS RAHYMUATIH
UMMYHOMOIYTUPIICYIIII,
aHTHMAHTUOTEH/1 KacueTTepi 0ap.
¥ ChIHBIIATBIH 0aCcTanKbl 103aChl
25 mr 1 per kyHine 1-21-m11
KYHAEp1 KaTajgamaibl 28-KYHOIK
UK. 67% HaykacTapja KaH
KYIOFa TOYCAIIK a3ailybl
OalikairaH.

TPOMBOILIUTOITEHUS
EMITPOMBOIIO33
CTUMVYIIATOP -
ITPEITAPATTAPBI
Jlonudapuu6 (Capacap),

Tunudapauod (3anectpa)
MHrnouTOopsl KHHA3 CEMENCTBA STC
(SFK) ATOHMCTHI perenTopoB K
TPpOMOOIIOATUHY Pomurimoctum
AMG 531 (TPO-R peptibody)
Onerpombonar (TPO-R
aronuct-GSK)

AKR-501 (Ym477; TPO-R
aroHuct-AkaRx)

PoMuniiocTuM- dHI0TEH T
TPOMOOIIOATHH CUSKTHI
METaKapHOIUTTEP KIHE
TPOMOOITUTTED
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TMNEPMETUNAOEYLWI MHTMBUTOPIIAPHI

MJC xe3inae CpG xyOblHAa UUTO3UHHIH aHOMAalbAbl KON METWIALMACH KEH JlaMblFaH, T'€H
TPAHCKPHUITIUACHI JKOHE OJIapblH MHAKTHBAMACH! ((peHomeH silencing) TexxemymeH xypemi. by
Karmal ICIK Cympeccop TeHIHIH KOCBhIMIIA WHAKTHBAIlUS MEXaHU3M1 OOJIBITT  caHaJabl.
MeTunupieHreH icik-cynpeccunTi renaep aeHreiii MJIC yaemenirine 6ailliaHbICTBI ©CEIi.

['unmomeTmnACyIll areHTTepAeH Kul A3auUTHUAUH >koHe JlenmuTaObuH KUl KOJIJAaHBULIAJbI.
Heuutadun Kazakcran PecnyOnukacbiHaa TIpKEITeH.
JenuTadMH—IMTUINH aHAJIOThI, S-(da3a crnerudukanbik areHTi. ICikke Kapchbl OEICeHIUTIT

KaMTaMachl3 €TUIE/II:

0 IluToTOKCHKAJIBIK >k0Faphl 1o3ana Typa JJHK Tiz0erin Texey.

[ TemeH no3a TaraifHaaraHaa TMIIOMETHIIICHY HHIYKIHSCHI kKacyIianap auddepeHIupiacHyiHe
OKeJe/Il.

0 Cymnpeccopibl oHKOTeHIEp Pe-akcnpeccusiap.

0 MMMyHIBIK MEXaHU3M/II CTUMYJISAIUSIIAY

0 Icik ecyiH cynpeccuscel.
20 mr/M2 B/i 1p/k X 5 KyH 39% (25/64) *
10 Mmr/m2 1/a X 5 KYH 21% (3/14)

10 mr/m2 B/1 1p/k x 10 KyH 24% (4/17) 83



MAC EMIHIAE AEHHIUTABUHHIH KJIMHUKAJIBIK APTBIKIIBIJIbIT bI:
TypaxThl *xKayarl IeHreii

FAB knacka sxone IPSS karep ToObIHa Toyemn1 eMec.

TonBIK KOHE XKapThLIal XKayarl

¥3aK yaKpbIT KaJIFacaibl

OMip cypy KOFapbl

KMUJI namysbIH co3abl XKoHE OMIp/l y3apTaibl
OMip canachIH KaKcapTabl

Tpancdy3usira Toyeni emec

Azanutuand FAB knaccudukarus Oovipiaina MJIC opTypiii TUITEpiH eMaeyTre apHajFaH.

PedpaxTepsl aneMust Hemece cujiepo0IacThl CaKMHaMeH pedpakTepial anemMus (erep KaH Ky
Ka)KaeT eTeTIH HEUTPOIICHUSIMEH HEMECe TPOMOOIIUTOIICHUSIMEH KYPCE)

brnactrap xen pedpakrepii anemus
bnacrtrap ke »xone Tpancpopmanusimen pedpakrepras anemusi (PAUB-T)

Co3zbuiMaibl MUEIOMOHOLIMTAPIIBI Jiekko3 (XMMUJI)
ABanuTUIMH - TUPUMUIUHIL HyKIeo3u 1, perunkanus kezigae JJHK-aa ke3neceTin uutuauua
ananorel. ['unometmnupnenred JIHK makeipaast. [Iponudepanusibik sxacyianap
nuddepeHcanusiachl YIIiH KaXeT reH OeJICEHIUIINH KalnblHa KeaTipeal. Te3 OeniHeTiH
KJIETKaJap, COHBIMEH KaTap >KacyllayiblK ©Cy OaKbUIaybl KAJbIIITHl MEXaHU3M1 OY3bUIFaH 1CIK

AT AA N Y TTTTE TT A2 49T 7T A A TTARAMITTYT T YT OAT~AT T4 77T T
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MJIC KE3IHJAEI'T CYMEK MUABIHBIH
AJUIOTEHHASI TPAHCILTAHTAIUSICBI

M/JIC-nieH ayaTblH HayKacTap blH €MIHJI€ PaJUKaIbIbl 9JICTIH
HET13I1 TYPl — CYMEK KEMITTHIH aJUIOTPaHCIIaHTAUACHL. by
OMICTIH OHTAMJIbI 00Iybl HAYKACTHIH JKacblHA, JJOHOP THUIIIHE,
HLA xylHeciHIH COMKECTITIHE, CYWMEK KEMITTHIH AYbIC 1aMYybIHA,
OJIacThI KJIETKaJIapAbIH caHblHA OainanbeIcThl. M/IC HayKacTapsl
CKAnno TP keliiH ToabIKTal peMuccus carbicbiHa oTy1 60-70%
KepceTeAl, O1pak peMuCcCHUs OMIPIHIH COHbIHA JICHIH eMecC.
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CyWek KeMIriHiH, annoreHai TpaHcnoaHTaunsgaH KeniHri peunamBeTin
emMi

1.[JoHOP NUMMOUNTTEPIH EeHri3y

- DLI ( »uiniri 0.25%)

-DLI4+MXT (>kminiri 40%)

2.'vnomeTunageyLwi npenaparrap

MLIC ayblpaTbiH HaykacTapabl eMAeyae KenTereH aaictep KongaHoinyga
XaHe isgecTipinyae.CoHblH, iwiHae AHK nHrmdutopsl (5- asaumMTuaunH,
aeunTabuH) XxeHe UMMYHOMOAYNATOP- NIeHanMaoMua,. 5- azauyuTuanH exi
MexaHu3maik acepi bap. On tek AHK monekynacbiMeH bannaHbICbIn KOMMan,
PHK monekynacbiMeH Tbifbl3 6arnaHbica anagbl. byn xxynene OHK
MeTUnaeHyiH rmnometTungeyuwi areHtrep JHK-metuntpaHcdepasameH
KoBasneTTi bannaHbICTbipadbl, 0N reHaepaiH peakTMBaunsiCbiHa,
reMmonoaTmkanbl i3-awapabiH audpdepeHumMpoBKackl MeH KanbiNTbl KaH
TY3inyiH KanTa KannoiHa kenTtipeai. Asauntngmd PHK monekynacbimeH
bannaHbICKaHHaH KEWIH , KNETKaILWINiK CaHbIH TEXXEWAi CoFaH opan KrneTKkanblk
drasara bannaHbICCbI3 UMTOCTaTMKanbIK 8cep KepceTtedi. 3 dpasansl AZA-001
3epTTeyaiH KOpbITbIHAbICHIH HEri3aey- Xarnblkapanblk, MynsTULEHTPI,
bakblnaHaTbIH, KapamMa kapchkl TontapmeH, aFHn MIAC xorapbl kKayin/ XKMJ1 na
CTaHOapTTbl EMMEH (KOcarkKbl Tepanud, MHTEHCUBTI XMMUoTepanus,
UMTapabuHHIH TOMEHTI 403achl) OCbIfTAPMEH carbICTbipFaHaa asaunTnanH
TipKenreH, ocbl HaykacTapabl emaeyaeyre 6onaabl. Kepcetkiw 60MbIHLLA,

e em e = = = = P - et R e e e o . tem e = e Y ol e em e e em ke e w2 =



AnnoreHal TpaHcnnaHTaunagaH KeniH

METUNbAIK MHIMOUTOPNapMeH Tepanus

MIC ke3iHae cynek KeMIriHiH TpaHcnnaHTauns
HOTUMXKECIH « TpaHCNMaHTaT Nenkosfa KapCbi»3addPEeKTIH
KyLLEeNTe OTbIPY apKbiNbl XKakcapTyFa bonaabl. T
numMoounTTEPAiH UMTOKUHAIK reHi SanureHeTrKanbIK
TepanusiFa cesimTtan.llporpeccepneHreH akcnpecc
reHaepaiH TemeHaeyi xxaHe T KneTkaHblH KneTkanbiK
akTmBauunacbl — CCNG2,MTCPI,CD58,ADK. KneTkansbik
LUMKNAbIH reHaik 6J'IOKaTOpJ'IaprHbIH, aKcnpecc
»Xofapbinaybl -DCUN1D2,U2AF2,GADDA45B,p53.
[lpenapaTtTtapably3ak kongaHraHaa FOXP3
NPOMOTOPapAbiH, , OHbIH TMNEP3KCNePCUACHIHA, T-
Xacywanapabl peTTEUTIH 3Kcnacuanapra ansin keneai.
5-aza C KonagaHybl TpaHcnnaHTauusaaH KeniHri
TPaHCNaHTTbIH K3 ereciHe kapcbl 0osybIH anabiH any
YLUIH, CyeK KEMIrHIH TpaHCMNNOHTaLMsAChl TONbIK COUKeC
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BipiHWINIKTI MMenogpmnodpo3s
(IIM®, co3pLIMalbl HAXOMATUSIIBIK MUEIO(PHOPO3, arHOTeHI1 MUEIIOUATI
MeTaIlIa3usl, MHUEJIOCKIEPO3 MHUEIOMATI MeTarIa3usMeH, CyoIeHKEMUSIIBIK

MHEJI03, CO3bUIMAJIbI I'PaHyJIOLMUTAPIbI-
MeTraKapHuoIUTapJIbl MUEIJIO3)

»AHBbIKTAMACHI:

Cynek keMmiriHiH, pnbpo3bIMEH ,CrineHoOMeraniMsMeH,
9KCTpamMmeaynnsapsibl reMonoa3deH KepiHETIH MMenonponndepaTmnBTiK
ICIK.ICIKTIH ©ecCy Ke3i -CyMeK KeMIriHiH, reMonoaTuKarsblK NONUMNOTEHTTI
KIMOHAbIK Oy3binbicbl. CyMeEK KEMITiHIH, )aFbiMCbl3 BCR- ABL 1
nponudepaunsacbiMeH,Cynek KeMiriHiH dndpo3bIMeH,
renatocnsieHoMeranmaMeH ,CoOHbIMEH KaTtap iCIKTIK MHTOKCUKaLUAMEH ,
KaxeKCUsIMEH, LLETKepI KaHaa NTeMKo3pnTpobnacto3deH, nenkeMussnbIK
NPOrpeccneH XXaHe eTe Xofapbl EMEC XafbiMAbl bormkaMmeH
cunaTtTanagsl.

S INMNNAOEMUNOTIO A

BM -eTe a3 ke3geceTiH aypy,0ip Xbififa WakkaHaa
1:100000TypfblHAAP CaHbl bOMbIHLLA.DNenaep MeH epKeKTepe Kesaecy
Xuiniri 2: 1, opTawla Xac yakbITbl 61Xac.
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% TAPUXbI
JlenkemMuna TyCiHIKCI3 CyneK KeMiriMeH 2 Xaraan TipKenreH,oHbl anfall pet
1879bINibl G.HEUK aHbIKTagbl. 1907 W.DAMESHEK MmunenonponudgepaTuBTik
aypynapablH illiHAe eke Hasonorus peTiHae Mouonamusinibik Hemece
azHo2eHOik muesioudmabik Memanna3usi aen 6enin woeifrapabl. COHFbI XblNaapsbl
MyHAan aypynapablH kKebeloiHe XXaHe 3epTTeynepaiH TepeHaeyiHe 6annaHbICThI
KenTereH XaHanblKTap eHrisinyae.

% OTUNOJIOMMNA
TonbikTan 3epTTenmeren, bipak aHaoreHAi,ak3oreHai dakrtoprnapabliH aca
BannaHbIChl 30p. ke @ ?
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& Ilamozenes

bipiHIuUTIKTI MUETOPUOPO3- MUETONPOJU(PEPATUBTI KYUEHIH KJIOHBI, KaTepJl
TpaHc(opMalysl CajJlapblHAH €pT€ T[EeMUIIO33 13allap JKacyllajJapbIHbIH
CUTHAJIJIBIK SKOJIAAPBIHBIH, JKacyllajdapAblH 6©CYIHIH pEeTTenyl, aKTUBALMSICHI,
i hepeHIUPOBKACHI, aAT€3USIChI )KOHE aranTo3 Oy3bUIbITAPhI JAMU/IBI.

NMaToreHe3aiH Ke3i- AHyckMHas3a (JAK) reHiHiH, myTauudara yuibipaybl.

JAK2V617F 3putponoatmH Hemece CALR (kanvbpemuxyiun), pPeLENTOP
KYPbINbICbIHbIH ©63repyi Hemece a3 KesaeceTiH reHgepaid, MPL, TET2, ASXLI,
CBL, IDHI/IDH2, LNK, EZH2IKZFIl/lkaros mymayuscbl CUTHAJIbIBIK
KOJIIAPJIBIH ~ KoHE TpomoOonostTnH MPL peuentopnap >KacywlanapObliH
nponudepauuaceiH  ctumyngavgbl.  KnoHablk  Muenonponudpepaums
EKIHLWINIKTI KaDbIHYMEH Xype OTbIPbIN,CyNeK KEMIriHiH CTpoMachklH Oy3aabl
XOHe  naTonornanblk  UATOKMHOEP  npoaykuupneHeni.  bipiHWInNKTI
Mmnenounbpos kesiHae- mmernonaThl isawwapaarbl 6eta ecy daktopbl (TGF-[3),
ecy akTtopbl, TpombouuTTepaiH eHaipinyi (PDGEP) >8He KaHTaMbIp
9HAOoTenNuiHIH ecy pakTopbl (VEGE) acep eteai. [1aTonornanbsik ULUTOKNHAOEP,
XEeMOKMHOEP, XoHe MeTannonporenmHasa eHiMaepi KreTtkaaparnblk
HenTpounaep,MoOHOUNUTTEP,MEraKapuoLunTTTEP 9pEKEeTTECYiHIH
by3binyblHa cebenkep Oonaabl , COHbIMEH kaTap CD34+ Muenoabl KreTka
ILIHEH WbIFbIN, Nepudepuanslik KaHFa Tycea,.



e Jlamozenesi

MepBoHaYanbHbii KNOH

Hapacranue npuo TEeHWe Ucxon B
ONyxonesown Macchl nononn €/bHbIX Muenombpo:
MYT uvm

I
o

Oprauor‘eranuﬂ Enacm I KpWn3 leo+emm
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Pucynox 3.
Cxema kirunuuecko2o mevenus HM®.,
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KITMHUKATbIK KITACCUOUKALINA
AfbiMbIHa KapaWu : co3bliiManbl XXeHe brnacTTbl dpasa

~

e AnfallKbl caTbICbl,anfall aHblkTanfaH Haykactapabl Te3
apafa gmarHoctukanayra 6onagebl .2Kannbl KaH
CO3BbITIMAT aHgnmsin,e esrepiCTep : NeNKo3apnTpobnacros,
bl HeI/ITpOd)VIJ'_I,EI,.ep,EI,II-I, )Kle'I?K}lbI_,ﬁayblp MEH KeK6ayblp _
enwemMaepiHiH yIiFatobl,iCIKTIK MIHTOKCHMKaUua 6enrinepi . y

®A3A

~

e [TaTonormanblk NPOLECTTIH TEpPMUHaNbAbI caTbiCbl 60MbIN
Tabbinaabl.llepudepusansik kaHga HeMece Cynek
BIACTTHI KemiriHge GnacTTbl KneTkanapabliH 20 Tabbinybl.

PA3A )
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e MopdonorusiiblK KOpiHICKEe OalIaHbICThI (hHODO03 annbl/epTe carbiChl U GUODO3IbI

CaThICHL Jen O0oaiHe/Al

Cyliek KeMITiHIH TPenaHOOMOTICHUSIHBI TUCTOJOTHUSIIIBIK 3€PTTEY HOTHXKECIH HET13/e
OTBIPHIN U PepeHnanbIbl TUarHOCTUKA XKYPri3uIel.

bubpo3 anapl/epre Tpanchopmalius carbicbiHaa Guopo3 65% aHbIKTaNIAbI. 4,2 Kb
OakpLIaHaIbI, Keen Jerko3 Tpancopmartusaa 5-30% oOakputanaabl. [IM® HeiH Gudpo3
anjbl/epre carbicbiia mporpecusicriz 10 xput naii Gudpo3 caThIChIHAA CAKTATYbl MYMKIH.

Mopdgonozusanvlk camoiivliapa cunammama.

[ | IIpe-hbudposHags/paHHEAS cTaing Pudpo3Haa cTaing

XapakTepH3yeTcs THIEPKISTOYHOCTBIO KOCTHOro | XapakTepH3yeTcs PeTHKY./IHHOBBIM HIIH KOJLIareHOBBIM
MO3ra ¢ pacIIHpeHHeM TIpPaHYIOLUHTAapHOIO POCTKa, | pHOPO3OM KOCTHOIO MO3ra HIH OCTEOCKISpO30OM,
nporHdepannHed MerakapHOLHTAapHOIO PpOCTKAa C | peAyKIHeH SpHTPOHIHOIO PpPOCTKa, BbIpaKeHHOH
aTHOHEeH aTHOHEeH 31eMeHTOB MerakapHOIHTOIO33a.
THCTOTONOTpadHH H CTPYKTYPBl MErakapHOIIHTOB,

OTCYICTBHEM HIH MHHHMAIBHBIM PEeTHKY.IHHOBBIM
dudpo3oMm (mo EBponeiickoi cucTeMe rpaganad MF-




IKasIbIK_aCKbIHY1ap —
® cuMnNMOoMChbI3 aFbIMbIHOa
apmypJii Mywersnep MeH miHoep
mambipnapbiHbIH MpPoM603bI MeH
mpom6oambosusicebl natida 60osybi
MYMKiH )XoHe nepughepusinbIK
mambipriapObliH, MUOKapO
UHGbapPKmMbI XoHe MU
KaHalUHaNbIMbIHbIH 6Y3bI/lybIHbIH
mpomb6oghriebumiHeH keliH
KoliblnFaH Oua2Ho30apobl
3epmmey 6apbicbiHOa
nmepOoiH 6ipi 60s1ybl MyMKIiH.

¢usukasnbiK Kykmemeze
monepaHmMmMbIIbIKMbIH
memeHaOeyi, mepiHiH XaHe
wbipbliwumsiH 603apybl,
aliKkbIH maxukapousi,
2UNMOMOHUS, XYPEK-
KaHmambIp aypynapbiHbl

aypysniapObiH aca aybip
arbiIMOapbIHOa Hemece
onnopmMyHuUsisbIK

epnieywi asncizdik, mabemmiH
memeHOeyi, cannMaKkmabl
JXXoFanmy, mepuweHJiK,
cyb6ghebpunnoi
memnepamypa, cylek neH
6ybiHOapOa aybIPChbIHY,
mepiHiH Kbiwybl, KOCasKbl
aypynapobiH aFbIMbIHbIH
Hawapnaybl. byn cuHdpom

6enzinepiH HaykacmapObIH
roAiude AVDLIC- ALUARMUOD



I'emorpamma:

AypynbiH OacTarkbl caTbUIapbIiHIA
reMOITIOOMH JICHT €M1 KaJIbIIThl HEMECE
a3Jiar KorapblUIaraH.

KebiHece anemus aypy/biH
TEPMUHAJIB/II CaThbUIAPbIH]IAa HEMECE
reMOJIN3 KE3ACPIHAE TaMUIbI.
ITepudepusiblK KaH1a opKaliaH
HOPMOOJIACTTAp aHBIKTAJIA]IbI.
JIeNKOUUTTEP KAIBIITBIHBIH X KOFAPFbI
[IEKapachIHa HEMECE a3/iall
KOTEPIITeH.

JletikouuTapasiK popmymnana
HEUTpODUIBIEP/IIH Kac
(hopMasiapbIHbIH KbUIXKYbI aHBIKTAJIAIbI.
TpoMOOIUTTEPAIH CaHbI, 9JICTTE
xorapblinarad, cararbiHa 1000 x 109/n
HEMECE OJIaH J1a JKOoraphliarl,
nepudepusIbIK KaHaa
METaKapUuOLUTTEP/IIH KIHE
TPOMOOLIMTTEP/I1H TUTAHTTHI
dbopmanapsl naiiga 00Jabl.

e Mbuican

IIM® co3blIMalbI AaFBIM/IBL0ASy OpJieMelii.

pump Iemo LIl aeux Tpo COI

*10 12/n an *] M 0 mm/caz
/N 0 *
9y 1
7 0
9

b/
7,02 136 0,6 9,5 1000 2

Jeiitkoyumapnwt hopmyna (%)

Mu IIp Mu Me I/ €/ Do o6a3 Jlu Mo

e 0 e mo A A 3 0 M H
a0- mMu 10 M He He UH du o oy
ona o u uen u /7] 0 a u u
c 10 um ouyu mp mp du b um  mol
mol  u bl mol 0 0 a bl
mol  He du Qpu w
u a a
mp bl ol

0 0 0 05 16 695 4 2 6 2

Kopvimuvinowvi: I'unoxpomowt anemus,
JICUKOUYUMO3, MPOMOOYUMOo3,
Heltmpoghunoepoin rcac gpopmacwvina oeitin

ﬂéﬁKOl{umapﬂbl bl2blC)bl.
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@ Iemozpamma:

v/ KaH kepiHici ariacTUKAJIBIK aHEMUS Ke31HIeT1
e3repicTepl eCKe caliajibl )KoHEe MaHIUTONCHUSIMEH
KOpIHEI.

Oputponutrep canbl < 2,0 x1012/1,
Jletikonurep- 10 2,0 x 109/7,
['panynmouuTorieHrst auKbIH

Tpombouurrep cansl kebinece 6,0 x 109/n
KYpaunasl.

Cyliek KeMITiH/Ie )KOHE KaH1a 0JacTThl
acymanap anbikranagsl.(10-15% neiiin).

S SN
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aY w;)b 08\) ® ¢

?f": <,"4 gdgiolﬁc5‘°”00<
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(?'9 8o 0P

O " NOaYa

Kannviy muxkpoghomoepagusinvix scaebiHoviCoL.
Houonamusinvix muenoguopos. Kannoly

Jletikoapumpobaacmmol HcagbiHObICHL, MAMULbL
Mapi30i NOUKUIOYUmMmMep Hcare 08aioyummep.

e Muican

Aca Kkamepni HycKacbl — xxeden

Ipump I'emo I aeux  Tpomo  COI
*1 2 *] *] MM/u
0 2/n 0 0 ac
12/ 9/ 9/
by ) )
1,9 79 L5 3,1 19 56

Jeiikoyumapnot popmyna (%)

M IIp M Me II/ C/ Do o6a Jlu Mo
u oM u mo A A 3 3 M¢p Ho
el  uo e10 MU He He  UH o oy u

0 a uu e u u 0 b u um
- ou m aoy mp mp ¢Gu un mer bl

on m ol um o o Jbl ol

a bl He bl 7/ /]

c u u u

m mp a a

bl bl )

10 1 2 7 8 16 4 4 42 6

Kopvimuvinovi: I'unepxpomowst anemus,
JelKkonenus, mpomooyumonenusn, ITK
acozapuinaysl. Heiimpogunvoepoin scac o
ghopmanapvinviy Kezoecyi.



Cmepnanbobl nynKuuaxui < Kyprak.>
HeMece nepudepusIbIK KAHMEH aliKbIH
apajiacKaH.

[IM® nuarHOCTUKACBIHIA MAHBI3/IBICHI CYHUEK
KEMIT1HIH (pUOPO3/Ibl CAaThICHIH 2UCHIONO0ZUATIBIK,
oazanay ,

namomopgonoemapowiy Eyponanvik Koncencyc
wiKanacwvl OOUbIHWA HCYP2i3inedi, moMeHOe
KepcemiyeeHoell:

% MF-0 — KaibIThI CYHEeK KeMirine colikec
PETUKYIUHHIH KUbUIbICIIAFaH CUPEK
TaJIIBIKTaphI;

s MF-1 — peTuKyIMHHIH KONTEreH
KUBUIBICTAPBIMEH KOPIHETIH THIFbI3 EMEC
TOPBI, 9CIpece MEPUBACKYIAPIBI allMaKTapaa

‘7?.“.

0onabI;
% MF-2 — peTuKyIHHHIH KONITETEH THIFbI3 AL
KUBUIBICTAPBIHBIH JU(P Y36l VIIFAIOHI, N A R e Sl i i Tt o

KOJIJTAreHH1H (POKaJb/Il TY3LIICTEpIMEH
HeMece (hoKaIbi 0CTeoCcKIepo3teH kopineai. [lamomopgbosioemapobiH

¢ MF-3 — peTUKYIUHHIH 6T€ KOII ThIFbI3 Eyponanbik KOHCeHcyc wkanacbl
KUBLIBICTAPBIHBIH KOJIJIAreH TaJIIIBIKTapbIMEH 6olbIHWa cyltek kemi2iHiH
i Gy3 a6l YIFAIObL, KU1 alKbIH Mukpob6uonmamsi(a - MF-0;6 — MF-1;

OCTEOCKJIEPO30eH OalIaHbICTHI. 8 — MF-2; 2 — MF-3). I1o J. Thiele et al.’’



_«BIpIHIIUTIKTI MUET0(PUOPO3» TUArHO3bIHBIH Bepuukanuscbl MakcaTbinaa 2007 x
XaJbIKapaJbIK YHBIMIAPMEH THArHOCTUKAIBIK KPUTEPHUIIEP YChIHBIIFAH, byKimomeM ik
Jlencaynblk cakTay yibIMbIMeH (BO3) GekiTiareH skoHe OYJT Ka3ipri Ke3/1e AHarHo31bl HaKThI
KOO VIIIH KOJJaHbl1aabpl. KpuTepuu yikeH jkoHe Kiii 00kl 0emiHeni. Jluarno3asl KO

AT ATT YA FATTITA FTITTAATT TTTTT ATeATT A ATet TAirrre vadarvrmssarrie a A rrvre v vasemara

YnkeH kpumeputinep

1. MerakaprouuTTepAiH MpoIMpepanusachl HEMECE aTHIHMACHL, CYHeK | _]'[21]" OeICeHIUTITIHIH JKOFaphl1aybl
KEMITTHIH KOJUIareH i HeMece PEeTUKYIHH I (PrOpO3bIMEH

KOCapJlacKaH;
alKbIH PETUKYITHHI (UOPO3 OONIMaFaH/Ia — SPUTPOTIOI3IH
texenyiMeH (I[IM® npeduOpo3 sl KacyaibiK (a3ackl) KOHE
TPaHYJIOIUTAPIIBIK KaTap jKacylalapbIHbIH MPOoIr(epanuscbiMeH
CYHEK KeMITiHIH JKOFaprbl )KaCyIIaTbIIBIFBI.

2.backa muenonponandepaTuBTsl aypylapablH KpUTEpUAICPIHIH 2.KekbOaybIpabIH MajablalusIanybl
6onmaysr (up, U1, BCR/ABL1+XMJI, MJIC).

3.Kionanbael MapkepiepAiH aHbIKTanysl (Hp, MPLW515K/L, 3.JIeitkoapurpobnacro3
JAK2V617F) nemece peakmusmi muenoghubposoviy bencinepiniy

boamaywl (unghekyusanap, aymoummyHobl aypyiap, Co3blIMANbL

KaObIHyIap, MyKmijcacyulanwl 1etkos, 6acka

aumponponupepamusmst aypyiap, coruomol icikmepoiy

Memacmaszvl, MOKCUKAILIK MUELONAMUSLLAD)

4. Auemus

5.KoHCTUTYIIHOHAIBIBI cUMITTOMIAP (KO MeJIep/ie TYHT1 Tepiiey,
canmakThl xoranty >10% 6 aiina, ceberici3 kpizy >37,5°C Hemece

cytiekrepae auddys3abl aybIpchIny )** * 8



Junarnocrukajabik kpurepuiiiiep Campbell&Green Utanbsauabik bipikkeHn 3epTTey TONTApPDI:

BO3, 2008 Campbell & Green, 2006

JIMarHo3apl KO0 YIIIH KaKeTTi KpUuTepuiijiep

A1-A3 xoue tek 2 B Al + A2 xoue tek 2 B

A TOObIHbLIH KpUTEepuunepi

Al MerakapHOIMTAPIIBIK aTHITHS Al Perukynun 3 carbi( mKa
*oHe (pudbpo3 Hemece 6olibiama 0-4)
MErakapuOLMTAPIBIK ATUIINS,

IPaHyJIOLUTAPIIBIK
KaCyIIAJIbUIBIKTHIH
JKOFapbLUIaybl HEMECe
(uOPO3CHI3 SPUTPOUITHI
KaCYIIAJIbLUIBIKTBIH TOMEHEY1

A2 UII, XMJI, MJIC xoHe O6acka A2  TlarorenetukanbikMyTanus (

MUETONPOTH(EPATUBTHI JAK2 nnu MPL) nemece

aypynap yuria BO3 kpurepui BCR-ABLI Gonmaysl

KOK

A3 XKype naiiina 6osran MyTanusiap
HEMece KIJIOHAJbIbI MapKep
HeMece peakTuBTi Gudpo3
cebenTepiHiH O0IMaybI

ItalianCooperativeStudyGroup, 1999

A1-A3 xoHe Tek 2 B Hemece
Al1-A2 xoue 4 B

Al Cyiiek kemirigzaeri auddy3ast
¢budpo3

A2  BCR-ABLI 6onmaybl

A3 [HanenanmsuiaHaTeIH
CIUICHOMET AU



B1 Jleiikosputpobaacto3

B2 JIJII" Gencenaimiridiyg
YKOFaphIIaybl

B3 Awnemus*

B4 TlanpnanusianarbeiH
CIUICHOMET AJTUS

*Temornmooun 115 1/ epaep yuin; <100r/n sifennep yuiH;

Bl

B2

B3

B4

B5

B6

HaHBHaI_II/IﬂJIaHaT bIH
CIINICHOMCT aJIN L

Ce0e01 Oenricis
aHEMUS

Haxpuonurrep

Jlelikoaputpobactos3

KoHcTHTYIOHATB BT
cuMmToMaap™*

DKCTpaMeTyJLIAPIIbI
reMaronod3

Bl

B2

B3

B4

B5

JHakpuonurrep™**

[HupKynsAauusIbIK
JKETIJIMETEH MUEIONITHI
Kacyuiaigap

HupKyAusIbIK
3puTpoOIACTTAD

MeFaKapI/IOL[I/ITapJ'II)I ATHUIIN A

DKCTpaMeTyJLIAPIIbI
reMarornos3

**Canmak sxoranty >10% 6 aii imiHae, allkbIH Tepiiey Hemece cyhekTe quddy3abl

ayBbIPCHIHY.

*FEEDPUTPOIUTTED JKAC HEMECE TaMIIBLIbI (hOpMaJIbI.
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« International Prognostic Scoring System (IPSS)
- #Kachl > 63 Kac
— reMora06uH > 100 r/x
— JeHKONHUTTEp >25%10°/
— meTKepi KaHgarp! 6macttap > 1%
— ICIKTIK HHTOKCHKAIAA CAMIOTOM/APbI

(KOHCTHTYIHSLIBIK)
0 - TOMeH 11,3 b1
1 - apaisIk-1 7,9 &bl
2 - apalbIK-2 4,0 KbL1
> 3 — JKOFAPBI 2,3 Kbl1

IIM® Kayin mobvin anvikmay - IPSS xcyiieci

Kayin ctparnduxanusaay
Ryiteci OoiibIHmA
Bearixepi 0a/11 canbl
IPSS DIPSS
05 :KacTaH KOFapbl I 1
remMor.100mH fenreiii < 100 r/a I 2

nei’mouunep CAHBI > 25 < 10°/n 1 |

meTkepi Kanaa 6aacrrap 1%

1 1
TE€H HEMECE Kol

ICIKTIK HHTOKCHKALHSA

I 1
CHMITOMAAPBIHBIH 60J1yl>l

IPSS scane DIPSS cmpamudurayusnay seyiienepi boivinuia
Kayinmepoi canay

« Dynamic International Prognostic Scoring

System plus (DIPSS+)

— reMoTpancy3nsra TIyeIiIiK
— TPOMOOMHATONEHHS < 100%10°/a

— KoJaiichbI3 KApHOTHI (IIeKTe/IreH HeMece 2 OY3bLIbIC
+8, 7/7q, inv(3), 5/5q, 12p nemece 11¢23 kaiita KypbLIYBI,

KOMILIEKCTi KAPHOTHII )
0 — TeMeH
1 — apaibik-1

2-3 — apaibIK-2
= 4 — JROFapbl

IIM® Kayin moowt - DIPSS+ scyiieci (IPSS xcyiiecine Kocvtmuia)

Kayin MIPSS
CTPATHQHKANHATAY  Bami caHbl
Ayiieci OolibIHmA
Temen 0-0,5
Apanbik-1 1,0-1,5
Apaibik-2 2,0-3,5
Korapsl 4,0, orapbi

MIPSS cmpamupurayusnay scyiieci 60isIHULA DONHCAMbIH AHBIKMAY

15,4 Kbl
0,5 KbL1

2,9 KbL1
1,3 L1

Temen KayinTi

i TONTAFbI 6/TiM
o Kayiminin
CATBICTHIPMATIBI
KOpCeTKimi
26,4 1,0
9,7 4,7
6,4 9,9
1,9 36,5




Bearinepi

DIPSS 6oiibinma Kayin To0bI

Temen

Apanbik-1

Apanbik-2

Korapbl

I'emotpancdys3nsra Toyenni*
Tpombonutrep nenreiti < |()() » |0°/ il

Kouaiicb13 kapuoTun (weKTte/ireH
HeMece 2 0y3bLIbIc 18, 7/7¢, inv(3),
5/5q, 12p nemece 11923 kaiita
KYPbLIYbI, KOMILIEKCTI KAPHOTHIT)

Kayin
CcTpaTHHKATAATAY
Kyieci OoifbIHImA
a1 canbl

DIPSS+ cmpamuduxayusnay scyiteci 6ovisiHua Kayinmi canay

Kayin
L cTpaTHHKANHATAY
bearixepi Kyieci 0oiibIHIIa
0a/11 caHbI
Kacsl 60 KacTan Korapbl l ,5
[ciKTIK HHTOKCHKANHAS 05
CHMOTOMIAPHI (KOHCTHTYIHSIBIK) )
Temoraooun < |()() r/)] 0’5
Tpombomurrep < )()() » IOQ/}I I,O
Yurik Heratusri cratyc (JAK2, CALR, MPL
renepinie MyTaUUSAHbIH 60,IMaYbI) 195
JAK?2 n/e MPL renpepinzeri Myrauus 0,5
ASXLI1 n/e SRSF2 rennepinneri mytauus 0.5
)

MIPSS cmpamuguxayuanay scyiieci boiviHuia Kayinmi canay
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* Uncmpymenmanvovl 3emmeynep:

0

» Kypcak KybIChI ar3anapbiHbIH_Y/[3:
OaybIp, KOKOAYBIP OJIIEMIEPIHIH,
HOPTaJIbJbI )KYHE TaMBIPIapPBIHBIH,
OYHpeK apTepUsIapbIHbIH YIIFAIObI.

KT, MPT

» ®uOporacTponyoJ€HOCKONUS:
NOpTaJIbAbl TMIIEPTEH3Hs Oelriepi 0onran
Kar/aii/la eHell )KOHE acKa3aH
BEHAJIAPBIHBIH BAPUKO3/1bl KEHEIOIH JKOKKa
HIBIFApy MaKCaTbIH/Ia;

* TyTikTi cyiiekTepaiH peHTreHorpadusChl:

HayKac TpenaHoOHoncusgaH 0ac TapTKaH
Ke3/1€ OCTEOCKIIEPO3/Ibl JKaHaMa TYPAEC
Oaranay;

» Keyne KIeTKachbIHbIH .
pEHTreHOrpausAChl: OKIEHIH .
CO3BUIMAJIbI ayPYJIaphl KQHE 1CIKTEP1
(GOHBIHA EKIHITUTIK MUET0PUOPO3/bI
’KOKKa LIbIFapy MAaKCaTTa;

« OKI': xKypek OYJIIIBIKETTEPIHAE
UMIYJIbC OTKI3Y OY3bUIBICHI;

* Ox0KI': )KypeK KEeTKUTIKCI3/IT1
oenrinepl (JIO<60%), :KUBIPBLTYBIHBIH
TOMEH/JIEY1, JAUACTOJIAJIBIK
IUC(YHKIHUS, OKNETIK TUIIEPTECH3UA,
aKayJiap »KoHE KJIarmaHaapabiH
pPErypruTanuscChl.

JKim remaromerania aHBIKTama bl
[TopTampapl THIIEPTEH3HA KOKOayBIP
BEHACHIHBIH TPOMOO3BI, IIOPTAIIbIBIL
arbIc OOMBIHA ITPOMH(EPALHAIBIK
KacylnanapAblH SKCTPaMeyIULIPIIbI
HHQHUIBTpaTTap TY3y1l HEMECe OHBIH

KaHMCH TOIIYBIHBIH, ZKOFapPbLIIaYhI.
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T S N

Kexobaybip yJIFanFraH alKbIH YJIFaliFaH asjarn, alKbIH
€MEC yIFanraH
JlelikouuTTEP CAHBI 50*10°/71 5xoHE 5KOFaphI 20-30*10%/n 10-20%10%/n
Ph-xpomocoma aHbIKTaJIaJbl AHBIKTAJIMaMN I AHBIKTAJIMaMN I
JAK2V617F AHBIKTAJIMaM I 40-50% >xarnmaiina aHBIKTAJIA b 90-95%
TeHiHIiH MyTalHusChI JKarmanaga
AHBIKTAJIA bl
JlelikonuTTeperi TOMEH, KeiOip ’KOFaphl, CHPEK JKaraana KOFapBI
(cblg:;:msaﬂbm KarJaia KasblIThl KaJIbIIIThl HEMECE KOFAPbI
vosmepi HEMECE KOFaphI
Kan KOFapPBI KJIBITITHl HEMECE a3]1all TOMEHIeTeH KaJIBITITHl HEMECe
caphICyBIH/a B 12 JKOFaphl
BUTAaMHUHIHIH
MeJiepi
Muesiorpamma CYHMeK KeMIT1 KacyIIajiblH CYMEK KeMITIH/IE KaCyIIaJIbIK reMOTI033/I1H
aJIeMEeHTTepre Oaid, AIIEMEHTTEP a3, TPAHYIIOMO33/IbIH OapibIK 3
IPaHyJI0M033/1bIH KETIITeH (hopMalIlapbIHBIH 0AChIM OCIHIICIHIH
KETUIMEreH 00TybI KEHEI01
dhopmanapblHbIH OackIM
00JTyBI, KbI3bLUT OCIH/IIHIH
TapbLTYbI
TpenanoOuoncus KETUIMETeH - CyHeK KeMIT1HH MOIUMOP(THI Kypambl, reMOII033/I1H
IPaHyJIOLUTTEPI METaKapUOLIUTO3; OapibIK 3
0achIM KeJreH - omaKThl PuOPO3, JKacyIaabl CyHeK KeMiri, OCIH/IICIHIH
MHUEJIOUITHI MErakapuolHuTO3; KEeHEIo1
TUTICPITIA3HSI - muddy3aer Muenohudpos, cylek KeMITiHIH

KBI3MET1 CaKTaJFaH OCIHIICPIH TeKEY
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< EMmi:

Em makcamoi:

v/ Aypynbl OakbUiay: epUIyAiH aljbIH aly, XKaJIbl )KOHE PEIUIMUBCI3 6MIP CYPY YaKbIThIH Y3apTy.

v/ Cumnromaap/biH 0ackLTybl: OMIp CYPY CallachiH KakcapTy (aHEMHUs KIHe 0acKa IUTOTICHHUSIIAP/IbI
eMJIEY, CIUICHOMETAJIUSIHBIH KIIIIPEI01, MHTOKCUKAIIUSI CAMIITOMIAPhIH OaKbLIay ).

v/ ACKBIHYIBIH aJIJIbIH ally.

Em oapuwicot:

X® BM® ewmi, Her131HEH, TUTONPOAYKTUBTI €M, HHTep(EepOoHOTEpaInsi HEMECE €KeyiHIH KOMOMHAITUSICHI
TYPIHZE JOPUTIK 3aTTap KOMETIMEH XKyprizineni. biactTel ¢azanarsl €M HayKaCThIH JKachl dKOHE
KOMOPOUITUIITIH €CEIKE aJIbIIl JKeJIe JICHKO3 eMiHIH MPOrpaMMachIMEH KYPri3ilyl MyMKiH. /{uaruos
pactanraH coH xoHe bBM® GomkamMansl TONTaphl aHBIKTAIFAH COH apHAMBI Teparnus TAKTUKACHI aHBIKTATY
KEpeK.

EM TypiH aHBIKTayFa ocep e€TeTiH HeTi3ri pakropiap; :

kayir Toos1 (IPSS, DIPSS, DIPSS+ xyitenepi OoiibiHIIA);
AypyJIbIH CHMITOM/IAPBIHBIH OOJTYBI )KOHE alKBIHIBLIBIK JOPEKEC;
HAyKaCTBIH JKaCHI;

KOMOPOUATUIIK;

SN XK XN

Honopnapasin HLA sxyliecinin colikec kenyi, ayuio-TI'CK xyprizyre MyMKIH/IIK maiiga O0mysl.

Meouxkamenmoszovl emec emi:

v/ Pexuwm I, )xanmenmamMansl.

v/ /luera: HelTporeHUSIMEH HayKacTapFa apHailbl IUE€TaHbl YCTaHy YCbhIHbLIMaraH. (B monmenmi nexreiii).



Muenoduopo3 ( GIpiHIIIK, MOCTNOIHIHTeMHAIHIK,
NOCTTPOMO O I HTeMHSLITHIK)

|

Bosekamabl anbikTay (IPSS, DIPSS, DIPSS+)

e N

iomen Kayin Temen Kayin ApasEncl il b
YPYMCEH AypymeH o )
OalimaHbICThI OalinaHbICTHI OFapbl Kaylll
HHTOKCHKALIHA HHTOKCHKALHA
CHMITTOMAAPhI #KOK, CHMITTOMZIapbI Gap
1 l Ll ao-TTI'CK
Hurepdepon-a2b HHTHOHTOPbI H/e
GaAKBLIAY JAK2 HHTHOHTOPBI aio-TT' CK H/e
aHEMHSA eMli
Y
JAK?2 yHruGUTOpBI H/'e
Bipinmmink Mue/10pHOpo3 eMiHiH OipiHII KaTapbl LIUTOPEAYKTHRTI €M H/'e

AHEMHA eMi

106



| Tomen Kayin moobi.
TemeHn KayinTeri HayKacTap, OyJI KaJbIITHl HEMECE a3/1an reMonIo0nH JeHT el TOMEH, a3/laraH 0JIacTeMUSIChI3
JICUKOIIMTO3bI, CYHEeK KeMIiTiHIH a3faarad guopossl 6ap HaykacTap. Ocel TonThiH BM® HaykacTapbIHBIH
MYMKIH O0JIaTbIH ©MIp CYPY Y3aKThIFbI 7-15 KbUI )KoHE aypyAblH TpaHchopmalus Kaymi TOMEH.
byn Haykacrapra )Kypri3uieTiH arpecCUBTI €M dJIICTEePiH KOJIJAaHy aypyAblH opIily KayIiH 0acyra KaparaHa
KOIITEereH jkaHama dcepiiep/iH AaMy Kayti >korapbl 0.T. UHTOKCHUKAIUSl CHMIITOMIAPBIHBIH JKOHE
ACKBIHYJIAP/IBIH KOK OOJTYBI JKH1 TEK TMHAMHUKAIBIK OaKblIay *KYpri3ijaei.
Temen Kayirn TOOBIHBIH HayKacTapblHa aypy Oenriiepi maiaa OojiFaH )araaia CHMIITOMAaTUKAIBIK €M
KYprizuieni:
- aHEMUSTHBI KOPPEKIUSIAY,
- ICIKTIK MHTOKCHKAIIMSI CUMITTOM/IApPBIH Oacy.

| Apanvik-1 Kayin moobi.
Apaibik-1 Kayin TOOBIHIAFRl HAyKACTapFa CHUMIITOMATHUKAJIBIK €M JKYPTi3iiesi: aHEeMHUSHBI KOPPEKIIUSIIAY,
1CIKTIK MHTOKCHUKAITUSI CUMIITOM/IapbIH 0acy.
Tezeprrimeni CHMIITOMATUKAJIBIK CTIEHOMETAIHs! (KBIPTHLTY KayTli), KOHCTHUTYITHOHABBI CHMITTOM AP IBIH
0O0JTyBI, )KYPTi3UIreH CUMITOMATUKAIBIK EMHIH 9CEpIHIH 00IMaybl IUTOPEAYKTHUBTI COHbIMEH KaTap JAK?2
WHTHOUTOPJIAPBIMEH €M JKYPri3iiyre KopCeTKill OOJIbITT TaObIIaIbl.

| Apanbik-2 Hcane Hco2apvl Kayin moool.

ApalbIK-2 %oHE KOFapbl Kaylll TOOBIHAAFBI kackl <65 Haykactapaa HLA-colikec 1oHOp OONFaH »karjaiia
CyMeK KEMITIHIH aJUIOTeH 1 TPaHCIUIAHTAIUSACH] TypaJibl CYpaKTap/ibl KapacThIpy.
AparbIK-2 %oHE KOFapbl Kaylll TOOBIHAAFHI xKackl <65 HaykacTapra JAK2 uHruoutopiapsiMeH

(pykconuTuHHuO) eMIey THIMIIPEK.
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Yy

IPSS, DIPSS, DIPSSH+, MIPSS
Kayill TOObIH AHBIKTAY

\

J o

TemeH Kayin
ApasbIk-1 Kayin

bakbLiay
OPHTPOIIOITHHAED,
aHnporeHyiep (aHeMHA)
MoHOXHMHOTEparis
(TeHKOLIATO3,
CILTEHOMET ATk )
['mokoKopTHKOH I Tap
(1CIKTIK HHTOKCHKALIHA )
CruieHOMer ains
AKoHe/HEMECe 1CIKTIK
HHTOKCHKALIHSA Ke31H/e
AHYCKHHA3a
HHTHOHTOPJIaphl

ApasbIk-2 Kayin
ZKorapbl Kayin

!

[ Kacbr <45 }Kac}

i

Anno-CKT
OPHTPOIIOITHHAED,
aHApOTeHNep (aHeML)
[THTOPETYKTHRTI €M
(TeHAKOLIHTO3,
CILTEHOMET ATk )
["mokokopTHKOH Tap
(ICIKTIK
HHTOKCHKALIHA )
SHycKHHa3a
HHTHOUTOPJIaphI
HMnvmnyHOMOIYIIATOPIIAD
I'eMOKOMITOHETTI €M

bM® eminin ancopummi

!

( Kacbr 45-65 )

!

Anmo-TKM
(vHenoabaaTHBTI eMec)
OPHTPOIIOITHHAED,
aHApOTeHNep (aHeMH)
[THTOPETYKTHRTI €M
(TeHAKOLIUTO3,
CILTEHOMET ATk )
['mokoKopTHKOH Tap
SHycKHHa3a
HHIHOHTOPJIaphl
HMvmyHOMOZYIIATOPIIAD
" eMOKOMITOHEHTT] €M

)

{ Kach1 > 65 }Kac}

Y

OPHTPOIIOITHHAED,
aHzporeHyiep (aHeMHA)
[TATOPETYKTHRTI €M
(TEFAKOLIHTO3,
CILTEHOMET ATk )
["mokokopTHKOH Tap
(ICIKTIK
HHTOKCHKALIHA)
SHyCKHHAa3a
HHTHOHTOPJIaphI
HMnvmnviyHOMOIyIIATOPIIAD
I'eMOKOMITOHETTI €M
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CraumoHapnbl _AeHrenae KepceTineriH MeauKaMeHTO3bl eM:
HIBIFAPBUTY TYpiHE OailIaHbICThI KOJJaHbIaThIiH Aoputik 3arTap ( 100% xongaHbLTy

MYMKIHJIIT1 0ap):

* _AHmuneon1acmuKaIblK 3#caHe UMMYHOCYRpeccusmi 0apiiik 3ammap

* TUJIpOoKCUMOYeBHHA (THApokcukapOoamur) S00 Mr, Karcynana;

e MepKanronyput 50 Mr, TablieTKaa;

etuTapadbun 100 mMr/5 mi1, CYHBIKTBIK YIITIH €pITIH/IL;

«Oycynbdan 200 Mmr, TabneTKaaa;

sunTepdepoH-anbda 1000000 Xb, JInopunuzar epiTiHal AallbIHAAY YIIIIH;

*3putponodTur™ 2000ME/0,5mi1, 40000 Xb/1 mut epiTiHAl KAHTAMBIPIIIIIK JKOHE
OYJIIIBIKETINIUIIK €HT13Y;

*npeIHU30JI0H 30MI, UHBEKILMS YIIIIH €PITIH/IL;

» manazon™ 100 mr, 200 mr, Kancynana;

* pyKCOMUTHUHUO™ Sw™r, 15 mr, 20Mmr, TabmeTka.

JaH TOMEH KOJIJaHbLTy MYMKIHJIIT1 0ap):
Kamepni icikke Kapcol npenapammulyy MOKCUKAIbIK ICEPIH dICipememin 0apiiiK
3ammap:

 puirpacTuM, MHBEKUHMS YIIiH epitiHal 0,3mr/mit, 1 mit;
* OHJAHCETPOH, UHBECKIUS YILIH epITIHAL 8 MIr/4mur; 109
e ajuronrypuHo™ 100 Mr, TabieTka.



< Anno-TKM ( A aeHreni nanenairi).

Kazipri tagga amto-TI'CK GipiHmiinikTi Muenoguopo30eH ayblpaTblH HayKacTapAa >KalFbI3 eMICY
TOCUT 00BN TaOBUTAABI, HAYKACTApIbIH KoM O6JIIr TONBIKKAHILI CaybIFyFa KOJI )KeTKI3yTe Karaai
TYFBI3YbI, KOKOAYBIP OJIIIEMIHIH KaJIbIHA KEJTyl, ICIKTIK MHTOKCUKAIIMS CUMITTOMBIHBIH KOWUBLUTYHI,
MuenopuOpo3 perpeci, TOJNBIK IIUTOTCHETUKAIIBIK KOHE MOJIEKYJIAPIIbl PEMUCCHSIFA KOJI KETKI3y. JKammbl
OMIPIIIEH/IIK KalJIbl MaFIyMar VIIiH, 2 I apajiblK )KOHE KOFapFhl TOI KayIliH KapacTeIpy, 35 xoHe 16
aitra coiikec kenetiH, ajio-TT'CK ockl Tonka KaTeICThl O1pIHIIUTIKTI MUETO(GUOPO30eH aybIpaThbiH
HayKacTapJia »ajfbl3 eMJiey Tocul 0ombin Taosutaabl. Anaiaa auto-TI'CK HiH opbhIHAATYBI KaUITBI
mentiMi opOip HayKac YIIiH keke Typae Kaoburmanysl Tric. TKM HiH coi skoHe 6acka Aa TYpiHiH
IIVFBIT KOPCETKIMIHIH OphIHAATYHI OonMaiiasl. TKM omicTepine OailaHbICThI, eMJICY 9JI1C1 KKl KUbIH
0071a7161, HayKacTap IbIH TOJBIKKAH/IBI Ka3bUTYbl aHaFYPJIBIM KayiMTi, ocipece epTe Ke3eHiHae, 0ipax
0acka eMJiey 9IiCTepIMEH CaJbICThIpFaHAa aHAFYPJIbIM KaylIici3, anaiiaa Oomkambl OipiiiaMa HOTHXKECI3.
OMIp Cypy Y3aKThIFbIHA, KAY1ll KaTep TOOBI TOyeNAUIIrHEe OaliIaHbICThI, 0acKa Ja KOChIMIIa
(dakTopiapbl eCKepe KETKEH KOH, MbICaJIbI, €IJIe &Kac, COMKeC KEeJIETIH JOHOD, aypy Ke3eH],
TPaHCIJIAHTALMSUIBIK HMHACKC, aHBIKTAJIFaH CIUICHOMETaJusl.

amo-TI'CK HoTtmkenepi Kol *karaaija, aypy Ke3eHIHe )KoHe TPaHCIUTaHTalMs Ke31H e Kayil Karep
TOOBIHA OaitmaHbICThI 007a761. CoHbIMEH S-KbULABIK amio-TI'CK maH keitiH, KaJrbl eMIPIISHIIK KayiI
Karep ToObI a3 HaykacTapaa DIPSS OoiibiHia 76% kypaiiael, 1-apansik Tonta- 48%,- 2 %oHE HKOFaphl
apanbIK TonTa— 38%, Tpanchopmarusmer Haykactapaa OMJI ne 2-xwuiasik OB mamamen 40%
Kypaiael. Connmait ak, amto-TI'CK HbI xKyprizy aiabl cypakTap/sl MIEITy ©3 YaKbIThIHIa KaObLIAaHybl
KEpEK, ’KOHE KeMiHTe KalAbIphlIMaybl THIC, dCipece KarbIMChI3 akTopiap O6ap HaykacTapia, skone HLA-
COMKECTIK TYBICTBIK JOHOPHI Oap xkaraaiaa. by yiia MiHASTTI TypAe TMHAMUKAJBIK O0KaMIIbIK
HIKaJaMeH Ke3€H/IIK KayIiH Oaraamn oTbIpy IapT, OyJI TEpaneBTUKAIBIK TOCLITe aybICy CYpaKTapbiH 63

yaKbITBIH/IA MIENTyTe MYMKIHIIK Oepe/i.
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% KoceMima MMMYHOCYNPECCUBTI ASPifiK 3aTTap:
* ICKCAMETAa30H, MHBEKIU YIIiH epiTiHal 4 mr/mia 1 mi;
* METUJIIIPEIHU30JIOH, TabseTka 16 MI, MHbEKIM YIIiH epiTiHal 250 mr;
* IPETHU30JI0H, UHBEKIIMS YIiH epiTinal 30 mr/miu 1mi, Tabnerka 5 mr.

» Kannwin yio scyitecine acep emywii 0apinik sammap:
* AMUHOKAITPOH/IbI KBITITKBLI, epiTiHAl 5%-100 mit;
* AHTUMHTHOUTOPIIBI KOATYJISTHTTHI KUBIHTHIK, MHBEKIUSAJIAHFaH epITIHAl JaWbIHIAY VIITIH KOJIIaHBIJIAThIH
muopunmsaeHres yaTak, 500 Xb;
eTenmapuH, HHbEKIU yiiH epiTiaal, 5000 Xb/mn, 5 mi, tydamars! rens 100000Xb 50r;
e[ eMOCTaTUKAJIBIK COPFBINI, oammemMi 7*5*1, 8%3;
* HaJpOTapuH, WHBEKIIMS YIIIH ePiTiH/I allJIbIH ajia TONThIpbUTFad mmpuirre, 2850 Xb antu-Xa/0,3 mi,
5700 Xb, autu-Xa/0,6 mi;
*YHOKCAIMapuH, HHBEKIMA YiiH epiTiaal mmpuire 4000 antu-Xa Xb/0,4 mi, 8000 antu-Xa Xb/0,8 mi.

& Coynenix mepanus (C 0anendinik oeneeiti).
Coyneni TepanusiHbl OaybIp KOHE KOKOAYbIp aiMarbIiHA KOJIJIaHY KbIcKamep3imai (3-6 aiiabl) Kypanisl,
HOTHIKEC1 JKOHE TYMIHI LIUTONCHUSHBIH YJIFAIObIHA Kayill KaTep TYAbIpabl, HET131HAE CIUICHOIKTOMMUSIFA
KapChl KopceTKiln 6ap HayKacTapra Kypri3uiesi.
CT MbIHa HayKacTapra KOpCeTiIei:
* CHUMIITOMaTUKAIIBIK CIIJIEHOMETaJnsaa, TPOMOOIIUT caHbl >50% 10°/ CIJIEHOIKTAMHUSIFA COMKEC KeJIMEHTIH.
*OMIpre MaHbI3/Ibl aF3ajiapFa KaThICThl AKCTpaMENyJUISIPIIbl KaHTAJIaHy OIIarbl Oap OOJFaH XKardaiiaa.
« )KyibiHa KoMnpeccus: JaMybIH .
*CyliekTe aybIpChIHY Maiiia OosFaHa.

Kimn no3a typinae taraiisiaaanansi (0,1-0,5 I'p, 5-10 ceancran 6emninyiHe). i



& CnneHakTomua (C neHreni

: y aneniri) . e .
bipbinrait Tek Mbn%-imm%mp%a, oTepalys >koHe OlNepalusiiaH KeHIHT1 aCKbIHYJIapFa KOFapbl Kayin
OoJFaH/a, alIbTEPHATUBTI EMIEY 9J1iCi KOMEK OepMEreH Karaiia Kyprizuie.

CnjieHoIKmomus Hcyp2izy Vilin Kopcemkiuimep:

* CriieHoMeranusira pepaxkTepiii Tepanus;

*yJIeMeli CIIEHOMETaiusi KOMIPECCUOH bl CHHIPOMMEH;

*a”HemusAra pedpakrepii Tepamnus;

* pedpakTepsi reMoIn3;

* TPOMOOITUTONICHUS, AOCTYPIIl €MLY S/IICIHE PE3UCTEHTTI Teparus;

*CUMIITOMATUKAJIBIK TOPTabJl THUNEPTEH3US (ACLUT, TAMBIPIApIbIH TYHHETIN KEHEIOTHE KaH KETY);
* aliKbIHJATFaH KaTaOOIMKaJIbIK CUMIITOMIAP, KAXEKCHSI.

& Ilpodpunaxmuxanvik ic-uuapaiap:

mMpom0o030apobil a10blH A1)
[IM® arpiMbl TPOMOO3/IBIH JJaMy KayIli )KypeK KaHTaMblp KyHeci aypyjapbl aFbIMbIHBIH YJIFAIOBIMEH
OaitnanbicTel. [IM® mneH aybipaThlH HayKacTapaa TpoMOoO3Fa Kayill Karep (akTopbl OOM JI9JIENICHIeH
»kacel 60 TaH xoFapbl Haykac koHe JAK2V617F myTranuscel 00J1ybl, acipece JEeHKOIUTO30€H Coikec
KEJICTIH.
TpoMOO3AbIH aIIbIH ally/la aleTHIICATUIUI KbIIIKBUIbI (aCIUPHUH), TPOMOOLIMTTEP JSHI el
50x10%9/1 xorapsl OoaFaHIa KOJAaHbLIAHI .
TpoMOouuTTep HAEHrei1 JKoFapbl OoJFaHJa THAPOKCHMMOYCBUHANIAP TaralbIHAalaabl. EKIHIIUIIIKTI
npoduilaKTUKa >KOFapblUlaFaH TPOMOO3/IaH KEMlH KaH KOePCETKIlll KaJbIMThICBIMEH, KaH VIO JKyHecl
KOPCETKIIIIMEH COMKEC KeJel )KOHE KaH VIO KE31HJE Typa KoHE Typa eMeC aHTUKOATyJIsTHTTap, KAHHBIH
VIOBbIH OaKbUIall OTBIPHIT TaFalbIHIAIA/IbI.
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QDD EKTUBTI EM

MHOUNKATO

3eprreyiiep

%HMTOPMHI’ nepunoAaTbiNbIShbl

>Kannbl (KNMMHWKanbIK) KaH aHanusi

[lnarHo3 KoubInFaH yakblTTa, Co4aH COH,
aHEMUSAHbIH aybIpSiblK JopexeciHe
GannaHbICTbl 3 anaa 1 peTTeH CUpPEK eMeC

Buoxumuanselk kepcetkiwTep (J14I, 3sp
KbILWKbINbI) (Capbicynbik Temip, 2KTBK,
doeppUTUH, ONNKN KbilKbINbI, B 12 BUTaMuHi
XeTicneywiniringe)

[lnarHo3 KonbInNFaH yakbITTa, cCo4aH CoH 3 anga
1 pETTEH CUPEK EMEC

Koaryonorpamma (AYTB, TB, MHO,
dnBPUHOreH)

[lnarHos KonbIfFaH yakblTTa, TpoMbo3aapablH,
bonyblHa 6annaHbICTbl aHTUKOArYSAHTThI
Tepanusa KesiHge 3 anga 1 peTTeH CMpek emec

Kypcak KyblCbIHbIH, Y[13 6ayblipabIH,
kekbayblpAblH, enwemaepi, noptanbabl kaH
arbICTbl Daranay

[lnarHo3 KoWbINFaH yakblTTa, Co4aH COH,
XblfnblHa 1 pETTEH CUPEK EMEC

CTepHanbabl NyHKUUS MUenorpaMmMaHbliH
LMTOreHeTmnKanblK 84iCiHiH ecebi borbIHLLA.
Cynek KeMiriHiH TpenaHobuoncuscsl
FMCTONMOMNAMbIK 3epTTEYMEH XaHe nbpo3s
O9pexeciHiH baracbiMeH

[lnarHo3 KoWbINFaH yakblTTa, Co4aH COH,
XblfnblHA 1 pETTEH CUPEK EMEC, COHBbIMEH KaTap
naHUMTONEHUs faMybl HeMmece bnacTeMUsiHbIH
navga 6onybl
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M® TepanusachiHA KavalThl OaFraIavablH XaIbIKADAIBIK KVMBIC TOOBIHBIH TAOJIUIIACKH

* Aypymen oaitianpicmol MOabIK, CUMBHOM PE30aI0UUACHl, NATbNAUUATIAHAMBIH
cnaenomezanuamen Koca. Ilepughepusanvik kan kopcemkiwiininy monwlx, ycayaool. byn
HCA0aU0a 0apivlK Y 2emamoiocusanvlk kopcemkiwmep (Hb, neiitkoyummep,
mpomoboyummep) Kaivinmul 0eHzeluineH Hcozapuliamayvl muic. Kanvinmaol
neukoyumapnwlk, capanany. Cyiiek KemiZiHiy 2uCmol02UAIbIK PeMUCCUACHL

o Ilpozpeccupnenzen cnienomezanus, naioa 60aamvlH \
RATLRAYUATIAHAMBIH CRIIEHOME2ATIUA 5 CM HCO2aPbL COJl HCAK, KAObIP2a
002aCbIHAH MOMEH 0eHzelloe aHbIKMAa1aovl, Oy2an Oeilin
AHBIKMAaaImazan mypinoe, nemece e kemi  100%- scozapuinaynt
RAbRAUUATIAHAMBIH CRIICHOME2AUA D01)HcAMObL OeHzelioe 5+10cm
0€H MOMEH COJl HCAK KADbIp2a 002ACbIHAH AHLIKMAAObL.
Jeiikemuanvlk mpancgopmayus, cyiiek Kemiciniy oaacmmul
scacywanapoinviy 20%0an Kem aHbIKMAI2aH OUONCUACYL. /

i coHzbl 8
» /Kozapwvioa aitmuernzan Kpumepuiiiepze
CUIKKATICBICHL CIUKEC KeIMezeHOe.
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