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Literature data of idiopathic myelofibrosis are presented: classification, diagnostic criteria, morphological and molecular features. Particular
attention is given to therapy of various clinical forms of primary myelofibrosis.
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BriepBbie nnnonatuueckuii Muenobudpos (MM D)
onucan Heuck B 1878 r. OH mpeacTaBui maiyMeHTa
C aHeMuel, JIEMKOLIMTO30M, MACCUBHOM CILJIEHOMETra-
JIVe U reHepaan30BaHHBIM OCTeocKjiepo3oM [1]. Dta
00JIe3Hb MOSBIACH B JUTEpaType MOJ MHOXECTBOM
Ha3BaHuUil: MuenoGuopo3, ocreomMueaoGuopos, Mue-
JIoOUIHas CIJIEHOMEraiusi, WAuMOoNaThyeckass MMeIo-
uaHas Mertariazus u np. B 1951 . B. lameliek BBen
TEPMUH  «XPOHUYECKUE  MuesonpoaudepaTuBHbIE
3a00/ieBaHUS», TOA KOTOPBIMU OOBENMHWI WUCTUH-
Hyo noauuutemuto (MIT), acceHuManbHyo TpomMOO-
mutemuo (BT), UM®, XpoHWYEeCKUI MMEIOIeHKO3
(XMJI) [1]. B 2001 r. BcemupHast opraHu3auus 3apa-
BooxpaHeHus (BO3) B knaccudukalumio MUETOUTHBIX
HOBOOOpa30BaHUIl BKJIIOUMJIA XPOHUYECKUN HEUTpO-
GUIbHBIA J1eKO3, XPOHUYECKUN D03MHOMDUIBHBIN
JIEWKO3 / TUIep303MHOGWIBHBIN CUHAPOM U MUENO-
npojudepaTuBHble 3ab0eBaHUsI, HEKIAccUduUIpye-
mbie paHee. B 2008 1. cornacHo knaccudukanuu BO3
TEPMUH «XpPOHUYECKUE MUesonpoiarudepaTUBHbIE 3a-
OosieBaHUS» ObLT U3MEHEH Ha «MuejonpoanbdepaTuB-
Hble HOBOOOpa3oBaHus» [2, 3].

TakuMm o6paszom, MM® oTHOCUTCSI K TpYIIIIe
XPOHUYECKUX MMUenaonpoanudepaTuBHbIX HOBOOOpa-
3oBaHuil (XMITH), cBsizaH ¢ TpaHcdopmaiueit mo-
JIMIOTEHTHOMW CTBOJIOBOW KPOBETBOPHOW KJIETKM, MO-
BBILIEHHOM MPOAYKIIMEH MUETOUIHBIX U CTPOMAJIbHBIX
KJIETOK, PAHHUM U 3HAUYUTEIbHBIM pa3BuTHEM (hrubdposa
KOCTHOTO MO3Ta U TOSIBJIEHUEM 2KCTpaMenyJIIspHbIX
04YaroB [MaTOJIOTMYECKOTO reMoIioasa [4—6].

[Ipu BceM pazHOOOpa3y KIIMHUKO-TEMAaTOIOTMIECKIX
kputepueB 111 Ph-nerarusHbx XMITH oG1immmu cauraror-
Cs1 CITEYIOIINE XapaKTePUCTUKH:

1. HewusBecTHast 3THOJIOIYSA, XOTS CYLIECTBYIOT TEO-
peTuyecKue NpeanoaokeHus o ToM, uto npuurnHoiit XMITH
MOTYT OBITh BO3NEICTBYIOIINE XMMUIECKIE areHTbI, paaua-
LIMS1, BUPYCHI.

2. CymectBoBaHue mpoaudepali OIHONM WIN He-
CKOJIBKMX KJIETOYHBIX JIMHUI B KOCTHOM MO3Te WIN B 3KC-
TpaMeIy/UISIPHBIX odarax KpoBeTBopeHus. 1o mepe pas-
BUTHSI OOJIE3HU TIPOMCXOIUT TeHEePaIM3alvsl MUETIOMITHOM
npovdepaliu B celie3eHKe, TeYeHU, HaaIoYeYHMKax
U pa3BUTUE MUEIOMIHOM METarIa31Hm.

3. HauaBiuasics muenornpoiudepaiyss He ocTaHaB-
JIMBAETCST M BOCCTAaHOBJIEHUE HOPMAJILHOI'O KPOBETBOPEHMSI
TIPY UMEIOIIMXCST METOIAX JICUCHHSI HEBO3MOXKHO.

4. Temaromornmyeckass M KJIMHUYECKAsl KapTUHBI
XMITH 3aBucsr ot npeobdiagaHus mpoaurdepaui oqHOM
M3 KJIETOYHBIX JIMHUMA W TIPEBAJMPYIOIIETO BOBJICYECHUST
B IMAaTOJIOTMYECKHUI ITPOLIECC OPraHa Uik OPraHoB.

5. XMIIH moryT nepexoauTts OAHO B IPYroe UK co-
YeTaTbCs MEXIy COOOM, TP 3TOM BCTPEYAlOTCsT TIePEXO-
HbIe, THTEpMEINAPHbIE WU MTOrpaHUYHbIe (hOpMBI [5].

Crieupanuctbl MexxayHapoaHoi pabodeii Tpymmbl 1o
U3y4eHU1o U JedeHuto Muenaoguoposa (IWG-MRT) B Hosi-
6pe 2006 I. cTaHAaPTU3UPOBATIM HOMEHKIIATYPY, OTHOCSIITY-
1ocst K XpoHnmdeckomy UM @:

1. TlepBuunbii Muenopuopos (IMTMD).

2. Tloctaputpemuyeckuii Muenoduodpos3 (Muenodu-
0po3, pa3BuBILMTics BeaencTBue TeueHus UIT).
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3. TloctrpomboLMTEMUYECKU MUeTOGUOPO3 (Mue-
JIo(rOpo3, pa3BUBILLMIICS BCaeACTBUE TeueHus1 DT).

4. bnactHas TpaHchoOpMaLIMS:

*  OnactHas TpaHcgopmaiust [IM®;

e OnacTtHasg TpaHCchOpPMaLIUS MOCTIPUTPEMUYECKOTO
muenopudpo3sa;

e OnacTHas TpaHchopMalusl MOCTTPOMOOLIUTEMU-
yeckoro muenoduodposa [7].

[To naHHBIM MHOCTPAHHBIX ABTOPOB, B TOJl PETHCTPUPY-
ercs ot 0,3 1o 0,7 ciydaeB 3a6oseBanust [IM® Ha 100 ThIC.
HacesieHus [8]. MyXunHbI 00ICI0T HECKOJIBKO Yallle >KeH-
mmH. B 90 % ciyyaeB 3abosieBaHMe TUATHOCTUPYETCS T1O-
cne 40 ner. MakcumaibHasi 3a00JieBAEMOCTb OTMEUaeTCst
B Bo3pacte 50—70 net. U3BecTHbI cityyan [TM® B Mosionom
un gerckoM Bospacte [8]. TTo manubM J. Theile, cpennsia
MPOIOJDKUTEIbHOCTD XKM3HU C MOMEHTA YCTAHOBJICHUS Ia-
THO3a cocTaBJisieT Beero S jieT [9]. baacTHbIi Kpr3 BCTpeva-
ercst mpuMepHo y 25—30 % GosnbHbIX [5, 10].

3aboseBaHue MPOTEKAeT B 2 CTagUsIX: MUEIOMPO-
ndepaTUBHON M KOCTHOMO3TOBOI HEIOCTATOUHOCTH C
Gubpo30oM.

IMpyranner [TM® HensBecTHBI. BropyuuHblil Muenodu-
Op03 BCTpeuaeTcsl MY OIMyXOJIsiX, MUH(MEKLUSIX, pU TTprueMe
3CTPOTCHOB 1 MUEJIOCYTIPECCUBHBIX TTPENaparoB, IMpK BO3-
JIeWCTBUY pagualyu, opraHndeckux (0eH30J1, TeTpaxJIopuI
VIJIEpOaa) U HEOPraHUUECKUX COeAMHEHM (MBIIIbSIK, (poc-
¢op, propur). CreayeT yauThbIBaTh, YTO YBEJUYEHUE KOJIH-
4ecTBa TPOMOOLIMTOB MOXKET ObITh (DU3UOTOTMIECKUM — ITPU
MOBBILIEHHON (hPU3UYECKOM Harpyske, Ipu 0epeMeHHOCTH;
PEaKTUBHBIM — MOCJIE CIICHIKTOMUU, KPOBOTEUEHU, ITPU
OIMYXOJIEBbIX TIporieccax, MH(MEKIMOHHbIX 3a00JeBaHUSIX.
U Toj1bKO KIMHUYeCKast KapTrHa 3a00J1eBaHusl, TIOKa3aTeIu
neprdeprIecKoil KpOBH, JaHHBIE LIUTOJIOTMYECKOrO U I'H-
CTOJIOTMYECKOI0 MCCIIENOBAaHUI KOCTHOTO MO3ra MO3BOJISI-
10T yTouHUTH (hopMmy XMITH.

Hawubonee yacTbiMu NiepBOHAYAIbHBIMU CHUMITTOMaMU
npu [IM® sBASIOTCS: YCTAIOCTh, OJIEIHOCTh, CHWDKEHIE
arreTuTa, IoTeps Beca v OLLYLLEHKE TSKECTH B JIEBOM TIOJI-
pebepbe. OB1LIee COCTOSTHME M3MEHsIETCsT TpUMepHO y 40 %
0onbHbIX. bosee penko 60sbHbBIE 00OpallialoTcs K Bpady o
nosony Jmxopanku (15 %), xenryxu (15 %), aprpairuii
(3%). B HekotopbIX cinydasix 3abojieBaHUME HAYMHACTCS
C TIOBBILLICHHON KPOBOTOYMBOCTH: KOXHAs! IypIypa, Kpo-
BOTEUEHMSI U3 HOCA, KPOBOTOUMBOCTD JAECEH, MEHOPPATruu.
[MpubnmusuTeabHo y 5 % GONbHBIX HauyaJlbHBIE XKaJIOObl OT-
CYTCTBYIOT, a YBEJIMYEHUE CEJIe3eHKU OOHAPYKMBAETCSI CO-
BEpIICHHO CiTydaiiHo. [TpoMeXyToK BpeMeHU MEXIy I10-
SIBICHMEM TIEPBbIX CUMIITOMOB M IIOCTAHOBKOW IMarHosa
MepBUYHBII MUeI0(hMOpo3 BapbupyeT oT 2 10 48 mec. bob-
LIMHCTBO C/Ty4yaeB 3a00JIeBAHUS TUArHOCTUPYETCSl B Teve-
Hue 18 Mec ¢ MOMeHTa MOSIBJIEHUST epBbIX CUMIITOMOB [ 10].
JIOMUHUPYIOIIMM TIPU3HAKOM SIBJISIETCSI CIJICHOMETaJIMSI.
Vike Ha paHHMX 3Tamax pa3BUTHsI OOJIE3HU YBEJIUYECHUE
cesieseHKM oTMedaercsi y 95 % 6ombHbIX. OHO MTPOMCXOIUT
MEUIEHHO M ITOCTENIeHHO. B OCHOBHOM TNPOIOJIKMTE -
HOCTb 00J1€3HU MOKHO OLIEHMBATh MO cruieHoMeraauu. Kak
OBUIO YCTAHOBJIEHO, CeJIe3eHKa YBEIMYMBACTCS TIPUMEPHO

Ha 1 cM B ron. bonee GpicTpoe ee yBeauueHrue MpOrMCXOauT
B pe3yJibTaTe pa3BUTHS MH(papKTa Uiau reMatoMm. B mepuon
pasrapa 0OoJie3HM CeJie3eHKa CTAHOBUTCSI OTPOMHOI, OHa
MOXKET JOXOIUTb JI0 JIOOKOBOI1 KOCTU U TIEPEXOIUTH 3a Cpe-
TIMHHYIO JTMHMIO X1BoTa. Ha oliyns oHa TBepnast, riaakas,
6e300me3HeHHas. [lepuciienut ObiBaeT y 20 % GONBHBIX,
0COOEHHO B TeX CJIy4asix, KOrIa Kpasl CeJIe3eHKH TepeXOIsT
3a Myno4Hyo JuHuio. Cllydan Majioro 1 yMEpeHHOro yBe-
JIMUCHUSI CEJIe3eHKU CUUTAIOTCS PEIKOCTBIO.

INeueHb yBeMUMBAETCS TTOYTH BO BeeX ciydasix [IM®D
B Havajie wiv B TedyeHue 6omnesnu (98 %). [pu nansnanum
OHa IJIOTHAs1, MHOIIAa OOJIe3HEHHASI.

Heo6onbioe ysenuueHue JuM@aTUUECKUX Y3JI0B BO3-
HMKaeT npuMepHO Y 30 % GOJIbHBIX.

Koct B 0GOMBIIMHCTBE CilydaeB OOJIE3HEHHBIE CITOH-
TaHHO WM Tpy Najbnaimu. M3 penkux cuMIToMOB MOX-
HO Ha0moIaTh OTeKU, KapauoMeraauio, (hyHKLIMOHATbHbIE
LIYMbI B CEpILE, aCUUT U HEBPOJOTMYECKUE HapyIIeHMS
(roJIOBOKpY:KEHUE, HApYLLIEHUE CTyXa, 3peHUs ).

st 6onmpHbIX [TM @ xapakTepHa JISIHKO3pUTPOOIaCcTH-
yeckasl KapTUHa Tepuepuueckoil KpoBu (MUETo(PTU3):
YMEpPEHHBbII HEUTPOMPUIBbHBIN JISHKOLIMTO3 (KOJUYECTBO
neiikouuToB 10 10—50 x 10°/71; tmdpsr Bbime 50 x 10°/1
BCTPEYAIOTCS PEAKO M TIOYTM HUKOIIA HE TMPEBBIIIAIOT
100 x 10°/11) ¢ mayOYKOSIAEPHBIM CIBUIOM, C €IMHUYHBIMU
MeTa- U MUEJOLUTAMU, PEIKO MUEI00IacTaMu, aHeMMs,
HaJlnyue HOPMOOJIACTOB M 3PUTPOOIACTOB, KarlieBUIHbIE
SPUTPOLIMTBI, HOPMAJIbHOE WJIM YMEPEHHO TOBBIIICHHOE
KOJIMYECTBO TPOMOOLIMTOB, U3MEHEHHE MOP(MOIOruY TPOM-
OOLIMTOB B BUIE Bapualuii — TMraHTCKKUe (POpMbI, MpUYY/I-
JIiBbIe (hOpMBI, (hparMeHThl LIMPKYIUPYIOLINX Merakapruo-
mToB. bazodwumis orMedaercst B 0osiee yeMm 30 % citydaes,
a s03uHoumust — B 10 %. OTMeyaeTcsl yBeIMYeHUE Ceie-
3eHKU (pa3Mepbl CeNIe3eHKH > 45 cM? B 3aBUCMOCTH OT CTa-
JIMU 3a00JICBaHMS TIPY YJIBTPAa3BYKOBOM HMCCJICIOBAHUM WU
KOMIIBIOTEPHOI TOMOrpadum).

TTM® umeet pasmnyHbie BADUAHTHI TEYEHUSI, KOTOPhIE
BBIIEJISTIIOTCS B BUIE KIIMHUYECKUX (hopM [4, 5].

B 3zaBucumoctM OT TipeoOiamarolUX  KIMHUKO-
JTa0OpATOPHBIX CHUMMTOMOB BbIIEsIOT 6 (hopm TIMD:
KJIACCUYECKYIO, TPOMOOLIUTEMUYECKYIO, SPUTPEMUUECKYIO,
aHEMMYECKYIO 0e3 PETUKYJIOIUTO3a, AaHEMUYECKYIO C PETH-
KYJIOLIUTO30M, TPOMOOLIMTONIEHUYECKYIO.

Knaccnueckast opma xapakTepusyeTcss yMEpeHHOM
TUIIEPIUIa3Keil TPaHy/I0UTapHOIO M MErakapyuoLuTapHOTo
POCTKOB, C HEOOJBILION CTENEeHbI0 MerakapuonuTosa. Kap-
THHa nepudeprdeckoi KpoBu TunmmaHast st [TIMO.,

W3 KnMHWYeCcKrX JaHHBIX TIPY TPOMOOLIMTEMUYECKOM
dopme [IMDP Haumbosiee IEMOHCTPATUBHBI TPOMOO3BI —
48 % v remopparun — 12 %. PaccTpoiicTBa MUKPOLIMPKYJISI-
LMY TIPOSIBJISIIOTCSL B 9PUTPOMESIAJITHSIX, HEBPO30IOI00HOM
CUMIITOMaTHKE — TOJIOBOKPYXKEHWM, HapyILIEHUHU CiyXa,
3peHus. TpomOouuTemMuyeckas (opMma XapaKTepusyeTcs
TPOMOOLIMTO30M, OOYCJIOBJAEHHBIM TOBBILIEHHBIM 00pa-
30BaHMEM TPOMOOLIMTOB, a HE YBEJMYEHUEM ITPOMOJIKU-
TEJIbHOCTU MX JKW3HH, a TAaKKe YBEIMYCHHUEM YMC/Ia Mera-
KapuOLIMTOB, UX pa3MepOB M TMOJUILIOUIHOCTH siaep. s
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TpoMboLmTeMudeckoi opMbl [TM® xapakTepHO MOBBI-
LLIeHKe KoinyecTBa TpoMooruToB 6osee 400 x 10°/11.

ITpu spurpemmueckoii hopme I[TMP HapacraroT: 10-
KpacHEeHUE KOXXHBIX MTOKPOBOB, 0011asl ¢J1ab0CTh, apTepu-
aJIbHasi TUTIEPTOHMS, Y TIOJIOBUHBI OOJIbHBIX ITOSIBISICTCS MY -
YUTEJIbHBIN KOXKHBII 3y TTOC/Ie BOAHBIX TIporieayp. MHorma
MEPBBIMU TIPOSIBJICHUSIMU MOTYT OBITh 3PUTPOMEJIAITHHM,
TPOMOO3bI KPYITHBIX apTepUii, HEKPO3bl MaIbLEB, MH(MAPKT
MHUOKap/Ia 1 JIETKOT0, MHCYJIBT. DpUTpeMUuUecKast KIMHIYE-
ckas popma [TM®D xapakrtepusyercsl TUIepIia3nueil Spu-
TPOMIHOTO M TPaHYJIOLIUTAPHOIO POCTKOB C HEOOJIBILION
cTerneHblo Merakapuonurosa. KaptuHa mnepudeprueckoi
KPOBH ITPH 3PUTPEMUYECKOI (hOpMe: TIOBBIILIEHUE TeMOIJIO-
6uHa 6osee 160 r/i1, apurporToB Gosee 6 X 10°/1.

IIpu anemuyeckoii hopme B 50 % citydaeB y GOJIBHBIX
ObIBAIOT YCTAJIOCTh, TMOTEPS] PAbOTOCTIOCOOHOCTH, OTCYT-
CTBME arleTuTa, OJEIHOCTh C MKTEPUYHBIM OTTEHKOM,
KOTOPBIE IPOrPECCUBHO YCYIYOJISIFOTCSI B 3aBUCMOCTH OT
cTerneHn aHeMuu. AHemust y 6oibHbIX [TM® yacto orpe-
JesieT KIMHUYECKYI0 KapTUHY 3a00sieBaHusl, OCOOEHHO
Ha TO3IHMX CcTamusX. B ocHOBe aHEMUUYECKOro CMHApOMa
JICKUT CY)KEHUE TUTaliapMa KpOBETBOPEHUS U HEA0CTaTOY-
HOCTb KOCTHOTO MO3ra, JETMIOHMPOBAaHWE M CEKBECTpaLIMs
SPUTPOLIMTOB B YBEJIMUEHHOM CeJIe3eHKE, peske — IeMOJIU3
SPUTPOLIMTOB, B OCHOBE KOTOPOTO JIGXKMT JIN0OO ayTOMMMYH-
HBII KOMITOHEHT, 00 — aedeKT MeMOpaHbl 3pUTPOLIA-
ToB. KaptiHa nepudepuyeckoii KpoBU NMpyu aHEMUIECKOI
dopme [TMD: cHkeHue remoriodrHa Hke 100 1/, pe-
TUKYJOLIMTO3 MpU remosnse dosiee 18 mpomuiiie. [1o mepe
MpOrpeccupoBaHus OOJIE3HU aHEMMsI HapacTaeT, OTMeva-
€TCsl TIOJIMXPOMa3Ksl, aHU30LMTO3, TTOUKWIOIUTO3, MOSIB-
JISTIOTCSI KJIETKM KarvieBUIHOM (DOPMBI, sApocoaepKalme
SPUTPOLIUTHI.

B ocHOBe remopparuyeckoro CMHIpoMa y 0OJbHbBIX
TIM® yanie Bcero JIeKUT TPOMOOLIMTOITEHMsI, 00YCJIOB-
JIEHHasl YMEHbIIEHUEM MPOIYKIUK TPOMOOIIUTOB, YCH-
JIEHMEM UX JICTIOHMPOBAHUS U IECTPYKLIMEH B YBEJIMUCH-
HOIi ceJie3eHKe, peXe — IMOBBIIIEHHBIM MOTPeOIeHUEM
B pesyabrate JIBC-cunapoma. [emopparnyeckuii cuH-
JIPOM MPOSIBIISIETCS, KaK MPaBUIo, Ha MO3NHUX CTaIMSIX
3aboneBaHusl. KaptuHa nepudepuueckoil KpoBU IpU
TpoMbouuTOneHnueckon Gopme ITM@P: KoinuecTBO
TpoMboLuTOB Hizke 100 x 10°/11.

YV GonbHbIX [TM® ycTaHOBIEHBI HapyILIEHUST B CBEP-
ThIBaOLLEH cucreme KpoBu. Tak, BeisiBieHHast y 30—37 %
OOJIbHBIX TUTIEPKOATYJISILIMSI COTTPOBOXKAANACH KITMHUYECKU
TpoMOO3aMHU, KpoBOTOUMBOCTHIO. [Ipu 1aboparopHoM 00-
CJIEIOBAaHUM OTMEUEHO YCKOPEHME BPEMEHM CBEPTHIBAHMSI
LIEJIbHOM KPOBM M TUIA3Mbl, CHVDKEHUE aKTHBHPOBAHHOIO
YaCTUYHOIO TPOMOOILIACTHHOBOIO BPEMEHU, TIOJIOXKUTEIb-
HbI 3TAHOJOBBIN TECT, TOPMOXKEHUE (PUOPUHOJN3A, TO-
BBIILIEHUE CKOPOCTH M CTETICHUW arperaluy TPOMOOLIUTOB K
afgeHo3uHAupocdaTy, pUCTOMULIMHY, B MEHBIIE CTETeHU
K aapeHaMHy. DTU HapyllleHus1 Habaoaanuck B 2—2,5 pa3a
yaie y OOJIbHBIX ¢ TpomOolmTo3amMu. PasButue rurmep-
KoaryJsiuu otMevasioch Takke v 20 % OOJBHBIX ¢ TPOM-
ooumToneHusIMU. [eMopeosiornueckue HapylieHus, Mpo-

SIBUBILIMECS] B TIOBBIILICHHON BSI3KOCTM KPOBU U ILIa3Mbl,
B MOBBILICHUN MHAEKCA PUTMAHOCTU 3PUTPOLIMTOB U KO-
a¢uLveHTa arperaly 3pUTPOLUTOB, oTMeueHbl v 70 %
OOJILHBIX C TPOMOOLMTO30M. DTU HapylleHus1 Habsrona-
JIUCh B 3 pasza pexe y OOJIbHBIX C TPOMOOLUTOMNEHUSIMU
1 HOPMaJIbHBIM YMCJIOM TPOMOOLIUTOB [5, 11].

IloBbIllIeHNEe CHIBOPOTOUYHOI IeI0OUHOM hocaTasbl
HaXOIUTCsI B COOTBETCTBUU CO CTENEHBIO MUEIONpPOnde-
paTUBHOM MHGMWIBTPALIMY B TIEYEHU.

ChIBOPOTOYHBIE TPaHCAMMHA3bI OKAa3bIBAIOTCS ITOBbBI-
LIeHHBIMU B MeHee yeM 10 % ciydaes [5].

[NoBbllIeHEe YPOBHSI MOYEBOI KHCJIOThI B CHIBOPOTKE
KpoBu Habmopaercst BecbMa yacto (y 40 % GOoJIbHBIX) B BUJIE
YPUKEMUHU Y YPUKO3YPUHM, YTO TIPUBOIAMT K PA3BUTHIO TTHE-
JIoHedpuTa, Hedpockieposa, apTepUaTbHON, TMOYEYHO-
MapeHX1MMaTO3HOM TurepreH3uu. Ilatogoruu moyek cro-
COOCTBYEeT MX CMeEILEHME YBEJIMUYEHHON CeJIe3eHKON WU
neyeHsblo [10].

TunepkanbliemMusi Oblla OOHApyXeHa Yy OOJbHBIX
C OCTEOJIMTUYECKMMU KOCTHBIMU TMOpaXeHUsIMU. PeHT-
TEHOJIOTMYECKNE KOCTHBbIE M3MEHEHUS] ObLUIM OTMEYEHBI
B 6osiee yeM 50 % ciydaeB: OCTEOCKIIepO3 MOsIBUICS Y 65 %
GOJIbHBIX, OCTEOIOPO3 — Y 15 % GOMBHBIX M OYaroBble pa3-
pexkernst —y 20 % GonbHbBIX [5].

TTM® MOXeT OCIOXHSTBCSI TOPTATLHOM TUITEPTEH3M-
eif, yacrora kotopoit cocrapisier 10—20 %. Ee npuunHa-
MU CJTyXaT IIMPPO3bI IeYeHN, BTOPUYHBIC [0 OTHOIIEHUIO
K MUEJIOMIHOM MeTaria3uy ¢ COIYTCTBYIOIIMM 00pa3oBa-
HUEM (PUOPO3HOI TKaHU, OOCTPYKLIMS TOKA KPOBU OYaraMu
MUEJION033a B MEeYEeHU 1M TPOMOO3bI B CHCTEME BOPOTHOM
BeHbI [1].

B koctHoM mosre mipu [TM® Ha6monaercst prbpos,
MOCTENEHHO TePeXOAsIiMii B ocTeoMueaockiepo3. B Ha-
yajie 3a00JIeBaHMsI KOCTHBII MO3I MPEACTABISIETCS TUIIEp-
KJIETOYHBIM C MOBBIIIEHHBIM KOJIMYECTBOM 3pUTPOOJIACTOB,
TpaHyJIOLIMTOB, MErakapyoUUTOB U (hruOpobdIacToB (Kie-
TouHas paza muenoduodposa, puc. 1). I[To mepe nporpeccu-
pOBaHMs 3a00JIeBaHMST TUIIEPKIIETOUHBIN MO3Tr B 90 % ciy-
YyaeB CTAHOBUTCS TMMOIJIACTUUHBIM (puc. 2). B aToii (aze
KOCTHAsI TIyHKIIMSI IIPOM3BOAUTCS OOBIMHO C TPYIOM M3-3a
YTOJILIEHNST KOPTUKAIBHOTO CJIosl KocTh. Bo Beex ciyvasix,
nono3putesibHbIx Ha TTM®, HeobXomnma TpernaHoOMor-
cusi, KOTOpasi 1aeT BO3MOXKHOCTb BBbISIBUTh XapaKTEPHYIO
¢pubpobdaacTuyeckyto KaptuHy. KommdectBo ¢Gubpo3HOii
TKaHU 3HAYMTEILHO BapbUpPYeT B 3aBUCHMMOCTHM OT CTaauu
0ose3HU. PocT KOCTHOI TKaHU, OCTEOMUEIOCKIIEPO3 BCTpe-
yaroTcs ropazno pexe (puc. 3). Mexy nojiocamu cKjiepo3a
MOTYT HAXOIUTHCSl OCTPOBKM aKTMBHOIO KPOBETBOPEHUSI
KoCTHOro Mo3ra. Hepeako Ha cpesax 1 oTnedyaTkax MOXKHO
Ha0JII01aTh aTUITMYECKUE MEraKapuoOLIMThl, KOTOPbIE OTJIM-
YaroTCs1 OOJIBIIMMHI pa3MepaMu U YPOIUTUBOCTBIO CTPOCHUSI.
B craguu o6pazoBaHMst HEMOJHOLEHHON OCTEOUTHON KOCTU
PE3KO YBEJIMUYMBACTCSI YMCIIO TPAOEKYJI, UMEIOLLIUX ITPUYY/I-
JIMBBIA BUJI, CY>XKMBAIOTCSI KOCTHOMO3IOBBIE IPOCTPAHCTBA,
3aIOJIHEHHBIC TSDKAMU COSIMHUTEIBHOM TKAHU U PEIyLI-
POBaHHBIM KPOBETBOPHBIM KOCTHBIM MO3IOM. B OTne/ibHBIX
TOJISIX 3PEHMSI BUJIHA JKUPOBAsI TKaHb, TPEXIIE OTCYTCTBO-
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Puc. 1. [IM®D ¢ kaemounoit cmaduu

BaBIast. Habmonatorcs ciaydau acconyaiyiyn Mueroruopo-
3a M OCTEOCKIIEPO3a C TTOJTHBIM XKMPOBBIM TIePEPOKICHIEM
KOCTHOTO MO3ra, Yallle B OMHOM M TOM K€ IIperapaTe uMme-
FOTCST YYaCTKM JIOKQJIbHOM TUITEPIUIa3UU KPOBETBOPHBIX
KJICTOK, PSIIOM — YJaCTKH KMpa, TPYOOBOJIOKHUCTOTO MHe-
JTo(brOPO3a M OCTEOCKIIEpO3a.

B ceneseHke u B TIeUeHU BBISIBIISIETCST TPEXPOCTKOBOE
KPOBETBOPEHUE C JIOKa/IM3alyelt B cuHycax. OoJumKysp-
Hasl CTPYKTYpa 4acTO COXPAHSIECTCS, HO B TAJIEKO 3aIlIe/IIIIX
CiTyJasix 3a00JIeBaHMSI OHA HAPYIIIAeTCsT; (hOJUTAKYJITHI MaJIbIX
pa3MepoB, UMEIOTCST o4Jark (pruopo3a, OTIOXKEHUS TeMOCH-
JIepAHA, YBEJIMIECHO comepxkaHne Makpodaros. ITpeobmra-
JTAIOT 3JIEMEHTHI 3PUTPOII033a, HO YaCThI CITyYad TIPEUMY-
IIECTBEHHO TPaHYJIOIMTAPHON WM MeraKapHOLIMTapHOI
HaITpaBJICHHOCTH MUEIOMIHON MeTaruiasun. OcoOeHHO-
CTBIO BKCTpaMeMy/UIIPHOTO reMortoa3a rmpu [IM @ sasisercst
€ro JIOKAJIM3aIIusI B CeJIC3CHKE W TIeYeHH, OMHAKO M3peaKa
MaTOJI0rOaHATOMITIECKI OH BBISIBIIICTCS M B IPYTHX OpraHax
(7erkme, TIOYKM), a TAKXKE B ME3eHTepHAIbHBIX I 3a0pIo-
IIAHHBIX TMMGbaTHIeCKIX Y3/IaxX.

B 2005 . y 60mbHBIX, cTpamatommx XMITH, 6bima 00-
HapyXeHa TOueuHass MyTalusl 14-ro 5K30HA TeHa KMHA3bI
JAK2, ipy KOTOpOIi B riceBIOKMHa3HOM qoMeHe JH2 Oenka
JAK?2 miporicxonuT 3aMeHa aMIHOKVICIIOTHI BaJIMH Ha (heHM-
JIaJIaHUH B rtojioxeHuu 617 (myraus JAK2V617F). benok
JAK?2 mpuHamiexur K cemeiictBy Janus-kuHas (JAK), xo-
Topoe BKMo4aeT B cebst 4 mpencrasutenein (JAKI, JAK2,
JAK3 n TYK2), HO m1sI TeMor1033a 0co00e 3HaYCHHE Cpe-
I HUX MMeeT MMeHHO KuHa3a JAK2, xotopast ocymect-
BJSICT TIepedady CHTHajla He TOJBKO OT 3PUTPOIO3THHA,
HO M OT TPOMOOITOSTHHA U KOJOHHUECTUMYIMPYIOIIETO
daxTopa rpaHytonuToB. I[eH JAK2 pacrionoxeH B JIOKyce
9q24. Takum 00paszoM, yaaaoch OOHAPYKUTh M OXapaKTe-
PHU30BaTh MOJICKYJISIPHBII Ae(eKT XpOMOCOMBI 9, JIesKaIimii
B ocHoBe maroreHeza XMIIH, kotoprlii paHee HaOmona-
JIA TOJIBKO ITyTeM aHaJIM3a CLEIUICHUS ITaTOTCHETUIESCKOTO
MpU3HAaKa ¢ KOCBEHHBIMU MOJICKY/SIPHBIMA MapKepamH,
pacIToyIoKeHHBIMH B JIOKyce 9q24. C ITOMOIIBIO aHaIM3a
repmuHaibHO JIHK 6puUT0 1TOKazano, uyro JAK2V617F sB-
JISIETCS COMAaTUYECKOM MyTallMel, BO3HUKAIOIIEH B TeMO-
TMO3TUYECKIX KIIeTKax-TIpeaiecTBeHHNIax. OOHapyKeHe
myratmn JAK2V617F y GonbHbIX ¢ Ph-oTpuiiaTesbHbIMU
XMIIH crano monrsepxkaeHUEM BbICKA3aHHOTO Buiibs-
MoM JlaMeIlleKoM TIPEIIoNoKEeHNST O TOM, YTO B OCHOBE
3TOM TPYIIbl 3a001€BaHUI JOJDKEH ObITh OOLLIMIT MaTo-

Puc. 3. I[IM® 6 cmaduu ocmeomuenockaeposa

reHeT4Yeckuii MexaHusM. OIHaKo, HECMOTPSl Ha TO YTO
naroreHeTndyeckast poib myramn JAK2V617F i mann-
decraumm knaccndecknx XMITH He BBI3BIBaEeT COMHEHMIA,
OCTaeTCsI eIIe MHOTO HEsSCHBIX BOIIPOCOB, KOTOPBIE OTHO-
carcs K stnosiornn XMITH, ne cBazannbix ¢ JAK2V617F
Kpome Toro, He BIoJIHE MOHSITHO, KaKUM OOpa3oM OIWH
M TOT XK€ MOJICKYJISIPHBIN Te(DEeKT MOXKET TIPUBOANTD K pa3-
BUTHIO 3a00JICBaHWII, TaJIcKO HE BCErIa COBIANAOIINX
10 CBOMM KIMHWYECKUM IIPOSIBIICHUSIM, XOTSI M OTHOCSI-
mmxcs K onHoii rpyrmre XMITH. Ob6HapyxkeHne MyTauyn
JAK2V617F 1o3Bomio paspelinTh CYIIECTBOBABIIYIO 10
HeJIaBHETro BpeMeHM aujieMMy: Koraa ke ripu XMITH mpo-
VICXOIOWUT 3JI0KAYeCTBEHHAsI TpaHC(hopMaIisl — Ha YPOBHE
CTBOJIOBOM T€MOIO3TUYECKOI KIIETKM WM Ha YpOBHE 0O-
JIee TIO3MTHUX IDTFOPUITOTCHTHBIX KIICTOK-TIPSIIIICCTBEHHIIL?
[Ipu pasmereHNM KIETOK KPOBU C TIOMOIIBIO ITPOTOYHOM
LUTO(IyOPUMETPUU Ha OTAEJIbHbBIC (hpaKIK ObUIO ITOKa3a-
Ho, yt0 Y JAK2V617F-nonoxurensHbix 00mpHBIX ¢ XMITH
3Ta MyTalys OOHAPYKUBACTCS HE TOJIBKO B MHEJIOMITHBIX
KjeTKax, Ho 1 B B- 1 T-imMmdonmrax, a Takke B KJIeTKax
€CTECTBEHHBIX KMJUIEpOB. TakuM o0pa3oM, ObLIO TT0Ka3aHo,
YTO 3Ta MyTallWsl BO3HMKAET Y OOIIEero paHHEro IIpelie-
CTBEHHMKA MUEJIOMIHBIX M JTMMMOUIHBIX KIIETOK, OTHAKO
TOJIbKO KIJICTKM MUEJIOMIHON JIMHUHI B CBSI3U C 3TUM T'eHe-
TUYECKNM Je(PEeKTOM MOIyJaloT MporudepaTUBHOE IIpe-
MIMYILECTBO B CpaBHEHMM ¢ HOpMoii. Mytarms JAK2V617F
obHapyxuBaercsi B 40—50 % cnayyaecs [IM®D. Myramus
JAK2V617F okazanach IOJE3HBIMA MapKeEpPOM, C ITOMO-
IIBI0 KOTOPOTO MOXKHO ITPOBOIUTH TTEPBUYHYIO W audde-
peHLManbHYyI0 nuarHoctuky XMITH, oHa rmo3BoJisieT BepHO
OIIPENIEeIISITh JaxkKe He3HAYNTEIBPHOE YBEIMICHIE aJUTe/IBHOM
Harpy3Kd y MalyeHTa, YT0 MOXET OBITh MCITOIb30BAHO IS
MOJIEKY/ISIPHOTO MOHMTOPMHIA MUHMMAJIBHON OCTaTOUHOM
oonesnn. Onpenenenvie myranmu V617F rena JAK2 Bkimio-
YEHO B IIePeUeHb AMAarHOCTUUECKUX KpuTepreB BO3 ms
MUeJIoNpoIndepaTUBHLIX HOBOOOpa3oBaHmii [12—22].

XapakrepHblx it [IM® LUTOreHETUYECKUX M3Me-
HEHMI1 HeT, HO y 1/3 MalneHTOB MOIYT OBITh BBISIBIICHBI
KJIOHaJbHBIe HapyieHust: 20g-, 13g-, Tpucomus +21, KoM-
TJIeKCHBIE HapyieHus [23].

Takum 00pa3oM, TMATHOCTUISCKIMY KPUTSPUSIMHU IJIST
TIM®, cormacto BO3 2008 1., IBISIOTCS CIIEAYIONIIE.

. OcHOBHBIC KpUTEPHUH:

— mipordepaltis rpaHyJIOIUTOB, MeraKaproLUTapHAasT
npodepalys ¢ MPU3HAKAMKA aTUIIAA MeTaKapHOIIUTOB,

0630Pbl IUTEPATYPBI
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COIpPOBOXIaeMasi PETUKYJIMHOBBIM M/WIM KOJIJIareHOBBIM
(GUOPO30M, YACTO € PeaYKIIMEN SPUTPOITI0I3a;

— OTCYTCTBUE KpUTEpUEB, XapakTepHbIx 1jist XMJI, DT,
WII, MuenoauciacTiyeckoro CMUHAPOMa;

— obHapyxeHue myraunu V617F rena JAK2 v npyro-
o KJIOHaJTbHOTO Mapkepa (Harpumep, MPLW515K/L).

II.  BropocrterneHHble KpUTEPUU:

— JIeKO3pUTPOOIacTUYECKasl KapTHUHA Tiepudeprye-
CKOM KpOBH;

— MOBBILIEHNE YPOBHSI ChIBOPOTOUHOI JIAKTATACTHIPO-
TeHAa3bl;

— aHeMWs,;

— MaJIBIIUPYEMOE YBEJIMUYCHUE CEIC3EHKMU.

III. JImarHocThyecKue KOMOMHALN:

— BCE OCHOBHBIE KpUTEPUH + 2 BTOPOCTENIEHHBIX KpH-
Tepus [2].

HMuddepeHuyanbiblii  auarHo3 [IM®  npoBoaurtcst
B niepByto ouepenb ¢ XMJI u UIT (cm. Taon.) [5].

Jpyroit BaxkHo# 3amaveil siisiercsl nuddepeHImrab-
Hag nuarHoctiuka [TM® ¢ BropraHbIM MUETIO(PHOPO30M.

MexayHapoaHoi paboueit rpyrIoii o UCCaeI0BaHUIO
n nedeHuto muenopudpoza (IWG-MRT) npenioxkeHb
JMUArHOCTUYECKHE KPUTEPUM ISl TTOCTIPUTPEMUUECKOTO
U TTIOCTTPOMOOLIMTEMUYECKOTO MUET0(puopo3a.

Kputepusamu 1Ji1 OCTIPUTPEMUIECKOTO MUEIO(U-
Opo3a ciyXaT Clieaylolue.

1. OcHOBHbIE KPUTEPUU:

— JIOKYMEHTAJIbHOE ITOATBEPKACHIUE TTPEIIIEeCTBYIOIIE-
ro nuarHo3a UIT no kputepusm BO3;

— KocTHOMOo3roBoii ¢puopo3 I1—II1 ctenenu (B cooTBeT-
CTBUU ¢ eBporeiickoii knaccupukaruueit) u II1-IV crenenn
(B COOTBETCTBUM CO CTAaHAAPTHOM Kj1acCUbUKaIUECiT).

II. JlonmonHuTenbHbIe Kputepun (Tpedyercst 2 KpuTe-
pusi):

— aHeMus (CHIKEHHME TeMOIIOOMHA Y MY>KUMH HIXKe
140 r/n, y xeHumH 120 /1) WK UIMTETbHOE OTCYTCTBUE
noTpeOHOCTH B (pyieOOTOMUM (MPU OTCYTCTBUM LIUTOPEAYK-
THBHOI Tepanuu) WIX TUTOPEIyKTUBHOM Tepanuu 1o I0-
BOIY 3PUTPOLIMTO3A;

— JIeiKoapuTpoOIacTUIecKasi KapTuHa mepudepuye-
CKOM KpOBH;

— YBEJIMUEHUE Pa3MEPOB CEJIE3EHKU > 5 CM;

— nosiBiieHue 1 1 6osee U3 3 COMyTCTBYIOIIMX CUMIITO-
MOB: CHIDKeHME Macchl Tesa 6osee 10 % 3a 6 Mec, HOYHAsA
MOTJIMBOCTb, TTOBBILLIEHUE TeMIiepaTyphl Tena > 37,5 °C.

KpurtepusimMu 111 mOCTTpOMOOLIMTEMUYECKOTO MUEIO-
(GubpOo3a ciyKaT Cleaylolme.

1. OcHOBHBIE KPUTEPUU:

— JOKYMEHTaJIbHOE MOATBEPKIEHME MPEIIIEeCTBYIOIIC-
TO IUarHo3a 3CCceHIMaabHast TPOMOOLIMTEMUSI IO KPUTEPU-
sm BO3;

— KocTHOMOo3roBoii ¢puopo3 I1—II1 ctenenu (B cooTBeT-
CTBUU ¢ eBporeiickoii knaccupukaruueit) u III-IV crenenn
(B COOTBETCTBUM CO CTAaHAAPTHOM Ki1acCUbUKAIUECiT).

1. JonomHurtenbHble KpUtepuu (Tpedyercst 2 KpuTe-
pusi):
— aHeMusl (CHIDKeHUe reMorioorHa Ha 20 1/ Hke
HMCXOTHOTO 3HAYECHMUS]);

— JIeiKo3puTpoOIacTUIecKasl KapTuHa Tepudepuye-
CKOM KpOBH;

— YBEJIMUEHUE Pa3MEPOB CEJIE3EHKU > 5 CM;

— YBEJIMYEHUE YPOBHS CHIBOPOTOYHOM JTaKTaTAETUIPO-
TeHasbl;

— nosiBiieHue 1 1 6osee u3 3 COMyTCTBYIOIIMX CUMIITO-

Knunuko-eemamonoeuueckue nokazamenu HeKOMopbiX opm MUeonposuGepamueHoo CUHOpoMa

Jlnarno3 XMJI IIM® NI
CerneseHka yBeIMIeHA 3HAYUTEITHHO YBEIMIEeHA HEMHOTO, YMEPEHHO yBEINYEHA
Ywicrio JIEMKOLITOB 50 x 10°/71 u1 BbIIIIE 20—30 x 10°/n 10—20 x 10°/m
HOPMa, TIOBBILIEHHOE, PEIKO —
Yuicio TpOMOOLIUTOB HOPMa, TIOBBIILIEHHOE HOPMa, TOBBIIIEHHOE MJIN TIOHKEHHOE
TTOHVDKEHHOE
Ph-xpomocoma 0OHapyK1BaeTCst He 0OHapyK1BaeTCst He 0OHapy:K1BaeTCst
obHapyxuBaercs B 90—95
Myranms reHa JAK2V617F He oOHapyXuBaeTcst obHapyxwuaercst B 40—50 % ciydaeB cnyq:eB 90-95%
ConepxaHue IEJTOYHOM  HU3KOE, B OTACTBHBIX CITyJasiX MOBBILIEHHOE, B PEIKKX CTyJasix HOpMa MIr

ocdarasb B eiikoTax

CoiepkaHue BUTAMUHA
B |, B CbIBOPOTKE KPOBU

Muenorpamma

Tpenanobuoncus

HOPMa WJIH IMOBBIIIEHHOE
BBICOKOC

KOCTHBII MO3T OOTaT KJIETOYHBIMU
aJIeMeHTaMM, IpeodiaaHe
He3pesIbIX (hOPM IpaHyIIoNnod3a,
CY>KeHHE KPaCHOr0O POCTKa

MUEJIOWIHASI TUTTePILIA3UsT
C MpeodIagaHueM He3peIbIX
TPaHYJIOLUTOB

TIOBBIIIEHHOE

HOPMAaJIbHOC MJIN HECKOJIbKO CHMKCHHOC

0e/IHOCTb KJIETOUHBIMU JIEMEHTAMU,
TpeodiagaHne 3pesibix (hOpM rpaHyIonoa3a

— MOIMMOPGHBIN COCTAB KOCTHOTO MO3Ta
KPOBETBOPEHMUSI, METAKAPUOIIUTO3;

— oyaroBblit (HUOPO3, KIETOUHBIN KOCTHBIN
MO3[, MEraKaproLHTO3;

— mucdy3HbI MUeT0hUOpO3, BHITECHEHNE
NIESTETBHOTO KOCTHOTO MO3Ta;

— COYCTaHUEC MI/ICJIOCI)I/I6p03a C OCTCOCKJIIEPO3OM

TIOBBILIEHHOE

HOPMaJIbHOC WJIX MOBBIIIICHHOC

pacIipeHue BCex 3 POCTKOB
reMorossa

pacIIMpeHe BCeX 3 pOCTKOB
reMoros3a
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MOB: CHIDKeHME Macchl Tesa 6osee 10 % 3a 6 Mec, HOYHAsA
MOTJIMBOCTb, TIOBBILLIEHUE TeMIiepaTypsl Tena > 37,5 °C [2].

ITo espomneiickoit knaccudukauuu I1-II1 crenenn
KOCTHOMO3roBOro (pubdpo3sa npeacTaBasiioT codoi aud-
(y3HYI0, 4acTO IrpyOyI0 BOJOKHUCTYIO CETh O€3 MpU3Ha-
KOB KoJIJTareHM3aluu (OTpULaTeIbHbIN Pe3yIbTaT OKpa-
LIMBAaHUs HAa TPUXPOM) WM TPYOYIO BOJIOKHMCTYIO CETh
C yyacTKaMM KoJulareHu3aluuu (TOJIOXKUTEIbHOE OKpa-
LIMBaHUE HA TPUXPOM).

IMo crangaptHoit knaccudukamuu [1-IV crenenn
KOCTHOMO3roBoro ¢uopo3a MpeacTaBIsioT coboi aud-
(y3HOE WM TJIOTHOE YBEIMYEHME KOJIMYECTBA PETUKYIMHA
C MHOXECTBEHHBIMU MEePEeCeYCHUSIMI; MHOLIA TOJIbKO OYa-
TOBbIE IMy4YKH KOJUIATeHa W/MJIM O4ark OCTeOCKIIepo3a, Win
nudby3HOe U IIOTHOE YBEJMYEHUE PETUKYIMHA, XapaKTe-
pU3yeMoe MHOXECTBEHHBIMU TIEPECCUCHUSIMU, C TPYOBIMU
MyYKaMy KOJUlareHa, 4acTO COIPOBOXIAIOIIeeCs 3Hav-
TeNbHBIM OCTEOCKIIEPO30OM |[2].

I1pu KOCTHOMO3IOBOM TYOEpKYJIe3e Cele3eHKa yBer-
YMBACTCSl HE3HAUMTEILHO, Y Ha TIEPBbIA IJIAH BBICTYIIAIOT
CUMIITOMBI MHTOKCHMKAIMKM. B aHamM3e KpoBHW, Kak IIpa-
BWJIO, ObIBA€T MOHOLIMTO3. BhISIBIEHHWE B KOCTHOM MO3re
rpaHy/IeMaToO3HbIX OYaroB M MMKOOAKTepUid TyOepKyJie3a
CJTyXKUT OCHOBHBIM KPUTEPUEM /LTSI TOCTAHOBKU TMarHo3a.

Cpeau omnyxoJieil, MopaxkaroLX KOCTHbII MO3T U Bbl-
3bIBaOIIMX (hUOPO3, Hambosiee YacToil siBisieTcsl IUMbOo-
rpaHyJIeMaro3.

OcteorneTpos Jierko omnduTh oT [IM®, Tak Kak OH Ha-
YMHAETCS B ICTCTBE U PEIKO UMEET JICHKO3PUTPOOIacTHIe-
CKYIO KapTHHY.

OcTpblii N1eMKO03, TMM(OMBI, TPOTEKAIOILIME CO CTUIEHO-
Merajiieit, JIerKo OTJIMYMTD Oylarogapsi YeTkum audgepeH-
LIMAJIbHBIM ITPU3HAKAM.

Ipu mubdepeHumanbHoit auarHoctuke [IM® or
HEOILIACTUYECKOIO OCTEOCK/IepO3a HEOOXOMMMO YUYMThI-
BaTh: HAJIMUME B aHAMHE3€e OITyXOJIeBbIX 3a00JIeBaHMIA, Ha-
JINYME TIPU3HAKOB METACTa3UPOBaHMUS B KOCTH (OCCaNrum),
B JIpYTYe OpraHbl, ONpeesieHue XapakKTepHbIX KJIETOK HEO-
M1a3uil, oOHapykKeHHe 0YaroB AeCTPYKIMU 1 Auchdy3HOro
ocTeocKieposa [5].

Yacto mnpaBWIbHOE pa3rpaHMYeHUE KIMHUYECKOM
M TeMaToJIOrMYEeCKOl KapTUHbI ObIBAaeT 3aTPYIHUTEIbHBIM.
WMHoraa TouHO AMarHOCTUPOBaHHAsI 00JIe3Hb BIIOCIEICTBUMN
MEHSIET CBOIO KJIIMHUYECKYIO U IIUTOJIOTUYECKYIO KapTHHY,
BbI3bIBasi CITOPbI M3-3a TMPABWJIBHOCTU HO30J0TMYECKOM
¢opwmsl [5].

Teparmust [IM® pasHooOpasHa M 3aBUCUT OT (hOPMBI,
cTaauu 3ab0JieBaHUS U BKJIIOYAET B Ce0s1 IPUMEHEHME LM~
TOCTaTMYECKMX IIpenaparoB (Tuapea, MuWiepaH, LMKIO-
docdaH, 6-MepKanToIypuH, IMTO3ap), NIIOKOKOPTHKO-
cTeporaoB (IIPEeAHU30JI0H, JeKCaMeTa30H), MHTepdepoHOB
(peadepoH, podepoH, UHTPOH-A), aHAPOTreHOB (PeTadOoIII,
OKCUMETa30H), JIy4eBOI TeparMKi Ha O0JIACTb CEJIe3EHKM,
reMoaKc(hy3Hii, 1e3arperaHToB 1 Kak 3Tarl Teparviy Ipume-
HSIETCS OTepaTUBHOE yaajeHue celie3eHKH |5, 24—28].

B craguu mumenonponudepaliui M MporpeccBHOM
YBEJIMUCHUM CEJIE3eHKM T10Ka3aHO IIMTOCTATUYECKOE Jie-

yeHue. Haubonee uyacTo mpUMEHSIOT Mpernapar Truapea.
JleueGHas cyrouHast mo3a 20—30 Mr/Kr Beca B CyTKHU. 3aTeM
OONBbHOI TTOJTyJaeT noaaepKuBatoiyo 103y S00 Mr B CyTK1
WIM 4Yepe3 JeHb, a Takke YepeoBaHre 103 npenapara; 1-ii
neHb — 1000 mr, apyroit neHb — 500 M. Cy1iecTByeT nmporpam-
Ma npriema runpea B 103e 20—30 Mr/KT B CyTKU 2—3 pa3a B He-
nemmo. JleueHre poaokaeTcsl 10 KOJIMYecTBa TPOMOOLIMTOB
100 x 10°/n u neiikormToB 3 X 10°/71, najee niepepbIB, BO300-
HOBJIEHUE OYEPEIHOr0 Kypca IpH MOBBIIEHU TPOMOOLIMTOB
10 200 x 10°/11, neiikouutoB Gosee 5 % 10°/m1.

CremyeT OTMETUTD, YTO JieueOHbIN 3(peKT ruapea mpo-
SIBIISIETCSI TOJILKO TIPU TIpUEME Ipernapara, OTMEHa Xe ero
MPUBOIUT K BO30OHOBJICHUIO MEPBOHAYAIBHOI CUMIITO-
MaTuKU. B ¢BSI3U ¢ 3TUM Tpu JIeYeHUU ruapea Heooxonuma
MOCTOSTHHAST TTOJUICPXKMBAOLas Teparnusi. Bo3MOXHBI TT0-
OOUHBIE IENCTBYSI NIpernapaTa; aHOpEKCHsl, TOIIIHOTA, PBOTa,
CTOMATHT, JIEHKOMEHWSI, TPOMOOLIMTOTIEHUST, aHEMUSI, MeTa-
JI00J1aCTO3, a/TONeLys, IEPMATHUT.

Munepan (MuenocaH) MOXeT ObITh 3(h(MEKTUBHBIM
B cTaguu muenornpoiaudepauyu. JleuebHast cyrouHast 1o3a
2—6 mr. Kypcosast mo3za 300 mr. I[Ipenapar HazHavaeTcst Ipyu
KonmuecTBe JiekikouToB He Huke 10—20 x 10°/1 u TpoMm-
6ommroB He Hike 150—200 x 10°/1. Ecam KommyecTBo
TpombGorrToB 10 200 % 10°/1, a neiikoruroB 15—17 x 10°/1,
MUJIEpaH MOXKHO Ha3HayaTb B COYETAHUU C IPEIHU30JI0-
HOM (CpeHue A03bl), a TIPU KOJIUYECTBE JISHKOLIUTOB HIXKE
10 x 10°/n 1 TpomGoLmToB Ha ypoBHe 100—130 x 10°/1 Ha-
3HAYaloT MPEIHU30JIOH 3a 1—2 Hemeau 10 Havyajla Teparniu
MUJIEPAHOM, B TeX CJIy4asiX, KOrjia IpOLIECC COIPOBOXKIA-
eTCsl ayTOMMMYHHBIM TeMOJIM30M. K3peika BCTpevaroTcst
MOOOYHBIE NEHCTBUS MUJepaHa: TpPOMOOLIUTONEHNS, e~
KOIIEHUSI, aHEeMUsI, aMeHOpes!, TUIIEPITMTMEHTALIMSI, aIn-
COHOIOIOOHBIN CUHIPOM, PEAKO (pUOPO3 JIETKUX.

MuiepaH XOpollo TepeHocUuTcs: 0ojbHbIMU. Pe3u-
CTEHTHOCTb K IIperapary pa3BuBaeTcs rmocrereHHo. ITocie
MEPBOTro Kypca JeYeHUsT MIJIEPaHOM PEMUCCHSI B CpeTHEM
nponosrkaercs: 12—15 mec, MOBTOPHBbIE PEMUCCUU KOpoue
Ha 7—10 mec. [TonaepxuBaroliee JieueHre MUIEPAHOM CIO-
COOCTBYET YIITMHEHUIO PEMUCCUU.

Ipu neyennn ITM® npumeHsTIoTCS NpenapaThl abgha-
nHTepdepoHa, KoTopbie Hanbosee 3(P(HEKTUBHBI B OTHOIIIE-
HMM MTOBBIILIEHHOT'O KOJIMYECTBA TPOMOOLIMTOB M 3PUTPOLIM-
TOB, M MEHBIIIE — B OTHOIIEHWH ITOBBIIIIEHHOTO KOJINYECTBA
JICMKOLIMTOB. YCTAHOBJICHO, UTO B Psilie CJIydaeB MperapaThbl
anbha-uHTepdepoHa MPUOCTaHABIMBAIOT TeYeHHUE 3a001e-
BaHusL, a B 1 % MPOMCXOOUT 0OPaTHOE Pa3BUTHE MUEIODH-
Opo3a B kocTHOM Mo3re. Kak mpaBuiio, 103a MHTeEphepoHa
cocragisieT 3—5 miH ME 6 pa3 B Hezemo B Iiepyoj;, MHIYK-
LIMM PEMUCCHUH, 1ajiee MPU YMEHbIICHUU Cele3eHKU Ha 3/4
M HOpMaJIM3alluK TI0Ka3aTesleil TPOMOOLIMTOB, 3PUTPOLIM-
TOB U JICWKOLIMTOB (4TO 3aHUMaeT 4—6 Mec) O0JIbHOTO Tepe-
BOAST Ha TOAJEPXKUBaOIIYyI0 Tepanuio — 3 MiaH ME 2—3
pa3a B HelIeJ 110, KOTOPYIO IPUMEHSIIOT He MeHee To/1a, a pu
Xopoitieii nepeHocumocTu 2—3 roga. CTeneHb TOKCUYHOCTH
npernaparoB ajbda-nHTephepoHa OLEHUBAETCS TI0 1IKase
TOKCUYHOCTU M CJTy>KMT OCHOBAHMEM JUISI CHMKEHUST JIO3bI
WM OTMEHBI Mpenapara [5, 29].
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B teparmn anemudeckoit opmbl [IM®D ¢ petrkyno-
LMTO30M, CHUHIPOMOM AayTOMMMYHHOM T€MOJUTUYECKON
aHeMMH, TIOATBEPXKACHHBIM  TTOJIOXUTENbHOM  TTPO0OIi
Kymbca, monmuOpeHOBBIM TECTOM, MCIOJIBL3YETCs MPEaHU-
30J10H B o3¢ 1 Mr/kr macchl Tena. [IpumeHeHue KopTu-
KoctepornoB npu [IM® cBsi3aHO ¢ ydyacTMeM MMMYHHBIX
MPOLIECCOB M aKTUBAIIME CUCTEeMbl KoMrUieMeHTa. Bos-
MOXHO Ha3HaYeHMe MPEeIHN30JI0Ha B COUETaHUH C APYTUMU
XUMMOTEPareBTUUECKUMHU TpernapaTaMu, YeM JTOCTUTAeTCsI
OombIIMit 3 PeKT.

JleyeHue aHemumyeckoit (opmMbl 0€3 PETUKYJIOLIMTO3a
MpeaCTaBIIsIeT ONpeneIeHHbIE TPYTHOCTH, TaK KaK MPeaHU-
30JI0H B 3TOM city4yae HeaddekTrBeH. Mmeercst onpeneneH-
HbII OMBIT JIeYeHUs 3TOI (hOPMbI AHEMUHU TIperapaTaMu pe-
KOMOMHAHTHOTO 3PUTPOINO3TUHA (3PUTPOCTUM, SITOKPUH,
peKkopMoH, anpekc). [Tpu npuMeHeHU 3pUTPOCTUMA B 10~
3e 2000 E/I 3 pa3a B Henemo MoaKOKHO YPOBEHb reéMOIJIO-
OuHa nosbIiaercst Ha 20—30 1/71 B TeyeHue 3 MecsiLieB Obosiee
YyeM Y IMOJIOBMHBI OOJIbHBIX, YBEIMYEHHUE TIepBOHAYATLHOM
JI03bI B 2 pa3a MPUBOIUT K MOBBILIEHNIO FeMOIJIO0OMHA Ha
40—50 r/m.

OOHaneXMBaoIIMe Pe3yJIbTaThl MOMYUEHBI TIPU Jieue-
HUW aHEMUYECKOi1 (hopMbl 0€3 PETUKYIOLUTO3a OT IpUMe-
HeHMs LiMKiIocrioprHa B 1o3e 300 Mr/cyTku, B TeueHue 4—8
MecsiteB. [1py 3TOM CTOMKYIO PEMUCCHUIO YIAETCs TTOTYyIUTh
0oJiee YeM y MOJIOBUHBI OOJbHBIX.

IIpu anemuyeckoit ¢opme, OOYCIOBICHHON Hedd-
(bEKTUBHBIM 3PUTPOIIO330M, OIpeaeeHHbI 3(PdeKT oKa-
3bIBAIOT aHAPOreHbl: peTadoaua 50 MI BHYTPUMBILLIEYHO
1 pa3 B Henmemo, 20 UHBEKLNM ¢ 2-MeCSYHbBIM MePEPHIBOM;
TecTocTepoHa 3HaHTaT 1Mo 600 Mr BHYTpUMBbILIEUHO 1 pas
B Hepemmo, 20 uHbeKLMit; okcumeTasoH 200 mr B cytku. Ec-
Jii Tiocyie 1 MpoBeIeHHOro Kypca He OTMeJaeTCsl OCJIOXKHE-
HMIA CO CTOPOHBI [TeYEHHU B BUJIE YBEJIMUESHUSI TpaHCAMMHA3,
1LIEI0YHOI (hocdarasbl, TO JeUueHUE MOXKHO MPOIOJIKUTh 10
4—6 Henenb. Y JKEHIIMH BO3MOXHBI HApYILIEHUST MEHCTPY-
bHOTIO 1IUKJIa, OrpyOeHUe rosioca, yCUJIEHUe pocTa BOJIoc
10 MY>KCKOMY THITY, TIOBbIIIIEHHE JUOUIO. Y My>KUMH BO3-
MOXHa TUNepTpodUs TpeacTaTe/IbHOM Kesie3bl. Bce BbI-
1LLIeyKa3aHHbIE SIBJEHUSI OBICTPO MPOXOISAT TOCAe OTMEHbI
npenapara [26, 30].

JleyeHue TpoMOOLIMTONEHNYECKOI (DOPMBI MPOBOIUT-
¢l KOPTUKOCTEPOUIHBIMU TOPMOHAMM: TIPEIHMU30JI0H Ha-
3HavaloT B 103¢ 15—40 Mr, uHoraa 60 Mr/CyTku B TeueHUe
4 HenesTb C MOCIEMYIOIIUM MTOCTENIeHHBIM CHIKEHUEM J103bl
Ha 2,5 Mr kaxzple 3—5 aHei 10 moyiHoi otMeHbl. B epron
npueMa KOPTUKOCTEPOMIOB HEOOXOIMMO Ha3zHayaTb COJU
KaJTus.

Pentrenorepanusi Ha 006JacTh CeIe3eHKU HE TOTe-
psila CBOEH aKTyaJIbHOCTM M B HACTOSIIIEEe BpeMsl IMpu
BBbIPaXKEHHOM CILJIEHOMETaJud M CUHAPOME CHaBJICHUS
COCEJHMX OpraHoOB, T. €. KOTJa HEOoOXOAMMO ObICTpOE
yMeHblIeHue cefie3eHKru. OO0ydeHue TMPOBOISIT OCTO-
POXHO ManbIMU Ao3amMu (cymmapHas no3a go 10 Ip) Ha
HUZKHIOIO TPETh CEJIE3EHKU 1 ITPY YMEHbBIICHU U pa3Mepa
opraHa o0Jy4yeHue HeoOXoauMO MpeKpaTuTh. PeMuccus
MocJie JIy4eBoii Tepanuu 2—6 mec.

[Ipu HapacTaHWM TeMIa YBeJIMUEHUSI CEIe3eHKHU U/ WIn
B COYETaHMM C TPOMOOLIMTOIEHUEH MPU CYOHOPMAaTbHOM
KOJIMYECTBE JIEHKOLIMUTOB BO3MOXXHO MPUMEHEHUE LUKIIO-
¢ocdana. [uxknodocdaH BBOIUTCS BHYTPUBEHHO B 03¢
200, 400, 600 mr yepe3 JeHb B 3aBUCMMOCTH OT UCXOIHOTO
COCTOsIHUSI KpoBeTBopeHus. CyMMapHas 103a KoyieOJeT-
cs ot 1,2 no 10 ©. DddekT ot neyeHust ukiopocdhaHoM
KPaTKOBPEMEHHBIN, 10 2—4 MecseB, JUIb B OTACIbHBIX
cayyasix — 10 12 mecsiueB. OTMeHsiercst nyknodocdaH npu
CHIDKEHUU KOJIMYECTBa JieiKoLmToB 10 3—4 x 10°/1. B 1o-
caeaytoleM, mpumMepHo yepes 30 gHel, Mpy MOCTeNeHHOM
MOBBIIIEHUN Yuclia JielikouuToB 1o 8—10 x 10°/n uene-
coo0pa3HO Ha3HauyeHWe MujepaHa Wi ruapea. [lpemapat
MEePEeHOCUTCST OOJBHBIMU XOPOILO, TOJBKO Y OTIEIbHBIX
OOJIbHBIX BbI3bIBAET TOLLIHOTY, PBOTY U LIUCTUT.

CrieyeT OTMETUTD, UTO BCSI LIMTOCTATUYECKAsT Teparusi
JIOJDKHA COUETaThCsl C Ha3HaYeHWEM aJUTOIMypPUHOJIA B CBSI3U
C TIOBBIIIIEHUEM YPOBHSI YPUKEMUU U BO3MOXKHOCTBIO pa3-
BUTHSI MOYEKHCIIOTO Auare3a [5].

CIUIEHIKTOMMSI, HE SIBJISISICh OCHOBHBIM METONIOM Jie-
yennss [IM®, nimeeT cBoe MeCTO B IpOrpaMMe JIeYEeHHUs
psifa OOJIBHBIX MO CTPOTMM IOKA3aHUSIM: CILJIEHOMErausi
C KOMIPECCUOHHBIM CHMHAPOMOM; IPU HEBO3MOXKHOCTHU
MPUMEHEHUST CPEACTB, COKPALIAIOIINUX CEJIE3EHKY, OTHAKO
0e3 MpU3HAKOB OJIACTHOM TpaHC(OpMALIMK; TeMOJIUTHYE-
cKasi aHeMusl, pechpakTepHasi K UMMYHOIETIPECCHBHON Te-
parnuu Wiy CO 3HAYMTEIBHON CEKBECTPALIMEN SPUTPOLIMTOB
B CEJIE3EHKE, HECOKPALIIAEMOM LIUTOCTATUYECKOM TEPAITUEA;
ITyOOKast TPOMOOLIUTOIIEHHUSI ¢ TEMOPPAaru4ecKUM CUHAPO-
MOM MM 0e3 Hero, pedpakTepHasi K TTIOKOKOPTUKOWAAM
U TIPEMSITCTBYIONIAST aleKBaTHOM IIMTOCTAaTUYECKON Tepa-
nuu. K mpoTrBonokKa3aHusiM cjieayeT OTHECTH: OJacTHYIO
TpaHchopMaluio; ObICTPOEe MPOrpecCUpPOBaHKE Ipoliecca
Ha CTaauMu TIPEABECTHUKOB OJIACTHOI TpaHchopMaluH,
OCOOEHHO C aHEeMMYECKMM CHUHIPOMOM M BbIpaXKEHHbBIM
(GUOPO30M KOCTHOTO MO3ra; HaJIM4Yhe TSKEJbIX HEKOM-
MEeHCUPYEMBIX COITYyTCTBYIOIIMX 3a0ojeBaHuii. [lauyeHTsl,
OIeprpPOBaHHbIE B COOTBETCTBUM C BbIPAOOTAHHBIMU ITO-
Ka3aHUSIMU, UMEJIM 3HAYUTEIbHO JIYUIITYIO BbIKMBAEMOCTD,
YyeM Te MalMeHThbl, KOTOPbIM CILICHIKTOMUS MTPOBOINIACH
0e3 yyeTa CrielMaIbHbIX TTOKa3aHWii U MPOTUBOITOKA3aHUIA
[5, 31, 32].

B Hacrostiee Bpemst st sieuenuss [IM® nenarorcst
MOIBITKM Ha3HAYEeHUsI IperapaTtoB, MHTUOMPYIOIIMX aH-
TMOreHe3 (TaTMIOMM, JeHAIMIOMUI KaK B MOHOPEXKMME,
TaK U B COYETAHUM C TIPETHU30JI0HOM). TanuaomMun B 103e
300 Mr B CyTKM Ha3HAYalOT IPUY XOPOLLEH MepeHOCUMMOCTH Ha
JUIMTEIbHBIN TTeprof. Y 50 % GONbHBIX JOCTUTACTCSI yMEHb-
1eHue aHeMuu. bosee xoporime pe3yasTaThl ¢ yMEHbIIIe-
HUEM WM JIMKBUIALIMEN aHeMUYecKoro cuHapoMa [TM@
MOJIy4eHbI MPY Ha3HAUEHUM MasbIX 103 Tanuaomuaa (50 mr
B CYTKM B COUETAHUU C MPEIHU30JIOHOM) — 3(PHEKT TOCTU-
raercs y 60 % 60sbHbIX. JIeHamMaIoMu 1 HazHayaroT 1o 10 Mr
B CYTKH, a IIPK KoJIMuecTBe TpoMOoLiToB Hike 100 x 10°/n
M0 5 MTI' B CyTKU Ha MIPOTSKEHUU 3—4 MecsILIeB, TIpU TToJTyve-
HuM 3pdekTa Tepanuio NpoaoKaioT 10 2 JIET B 103€, CHU-
JKeHHOI HaronoBrHy. Coo0lI1aeTcsl 0 HopMalu3alun Ko-
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JimyecTBa TpoMOOLIMTOB Y 50 % MalMeHTOB U 3PUTPOLIMTOB
y 25 % GonbHbIX [33]. B KMIMHUUYECKUX UCCIIGAIOBAHUSIX TIPO-
JEMOHCTPMpPOBaHa aKTUBHOCTb MHTMOUTOpa JAK2-K1Ha3b1
(TG101348) Ha MblMHBIX Mozessix. [TpogomkatoTest K-
HUYeCKue uccaenoBaHus MHruouTopoB JAK2-kuHazbl
(INCB018424, X1.019, CEP-701 1 TG101348) y marieHTOB

1. AbnynkaneipoB K.M. KnnHuveckas rema-
tojorusi. CripaBounuk. CI16.: Mi3nareabckuii
nom IMurep, 2006. C. 181—186.

2. Vannuchi A., Gudlielmelti P., Tefferi A.

et al. Progress in understanding
myeloproliferative neoplasms. Cancer J Clin
2009;59:171-91.

3. Tefferi A., Thiele J, Vardiman J.W. The
2008 World Health Organization classification
system for myeloproliferative neoplasms: order
out chaos. Blood 2009 Sep 1;115(17):3842—7.
4. Kiimnunueckast onkorematoJiorusi. [Ton pes.
M.A. Boakosoii. M.: Meauunna, 2001.

C. 290-300.

5. MemepsikoBa JI.M., Koanesa JI.I. u coaBT.
[Marodusnonornyeckre OCHOBbI Jieue-

HUSI CYOJIeiKeMIYeCcKOro M1esio3a. B KH.:
[Matodusuonorusi KpoBU. DKCTpeMaTbHbIE
coctostHus. [Toa pen. A.M. BopoGbeBa.

M., 2004. C. 122—135.

6. PykaBuiibia O.A., ITon B.IT.,

CepsikoB A.I1. Pe3ysibraThl KIMHUKO-
reMaToJIOTUYECKOro U ructoMopdome-
TPUUYECKOTO MCCIIeIOBAHUI OOTBHBIX
XPOHMUYECKUMU MUETONPOT(epaTuBHBIMU
3a0osieBaHusIMU. [emaros u TpaHchy3uo
2003;48(1):22—6.

7. Mesa R.A., Versttovsek S., Cervantes F

et al. Primary myelofibrosis (PMF), post
polycethemia vera myelofibrosis (post-

PV MF), post essential thrombocythemia
myelofibrosis (post-ET MF): Consensus on
terminology by the international working
group for myelofibrosis research and treatment
(IWG-MRT). Leuk Res 2007 Jun;31(6):737—
40. Epub 2007 Jan 8.

8. Le Bousse-Kerdiles M.C. Second
International Congress: Myeloproliferative
Diseases and Myelodisplastic Syndromes.
New York, 2003; p. 33.

9. Theile J. Second International Congress:
Myeloproliferative Diseases and Myelodisplastic
Syndromes. New York, 2003; p. 37.

10. PykoBozctBo 1o remarosioruu. I[lox pen.
akan. A.W. BopobObesa. M.: Heionuamer,
2003.T. 2. C. 16—29.

11. Memepsikosa JI.M., banakuna TA.,
Mapkosa M.JI. u coaBT. OcobeHHOCTH
CBEPTHIBAIOLLEN CUCTEMbI KPOBU Y OOJIBHbBIX
cyOsieiikeMuYecKuM Mreso3oM. MaTepualbl
KoHbepeHMu «HoBoe B remaToioruu

U KJIIMHUYECKOI TpaHcdy3uoaorum». Mo-
ckBa, 15—16 anpesst 2003 1.;2:50.

12. Bepatoruna O.B. OmnbIT onpenesieHus
oy MytaHTHoro ayens JAK2V617F

B KJIMHUYECKOU MpakTrKe. OHKOreMaTo
2011;2:35.

N umewpamyopa

13. Muctopun A.B. MoJiekyisipHblii Iatore-
He3 MUeIONpordepaTUBHBIX 3a00JIeBaHMIA.
Knun onkorematos 2009;2(3):211-9.

14. Agrawal M., Gard R.J., Cortes J. et al.
Experemental therapeutics for patients

with myeloproliferative neoplasias. Cancer
2011;117(4):662—76.

15. Baxter E.G., Scot L.M., Campbell P.J.

et al. Acquired mutation of the tyrosine kinase
JAK?2 in human myeloproliferative disorders.
Lancet 2005;365(9464):1054—61.

16. Bench AJ., Nacheva E.P., Champion K.M.,
Green A.M. Molecular genetics and
cytogenetics of myeloproliferative disorders.
Baillieres Clin Haematol 1998;11:819—48.

17. Bornhauser M., Mohr. B., Oelschlaegel U.
et al. Concurrent JAK2V617F mutation and
BCR-ABL translocation within commited
myeloid progenitors in myelofibrosis.
Leukemia 2007;21(8):1824—6.

18. Kralovics R., Passmonti F, Busser A.S.

et al. Again-of-function mutation of JAK2 in
myeloproliferative disorders. N Engl J Med
2005;352:1779-90.

19. Levine R.L., Wadleigh M., Cools J.,
Wilodarska I. et al. Activating mutation in

the tyrosin kinase JAK2 in polycythemia
vera, essential trombocythemia and myeloid
metaplasia with myelofibrosis. Cancer Cell
2005;7(4):387-97.

20. Reilly J.T., Snowden J.A., Spearing R.L.
et al. Cytogenetic abnormalities and their
prognostic significance in idiopathic
myelofibrosis: a study of 106 cases. BrJ
Haematol 1997;98:96—102.

21. Spivak J.L. The chronic myeloproliferative
disorders: clonality and clinical heteroheneity.
Semin Haematol 2004;41(3):1-5.

22. Tefferi A., Mesa R.A., Schroeder G.

et al. Cytogenetic findings and their clinical
relevance in myelofibrosis with myeloid
metaplasia. BrJ Haematol 2001;113:763—71.
23. Mowcees C.W., 3apuukuii A.1O.,

Carory6 I'H. XpoHuueckue Muesnorposde-
paruBHbIe 3a00sieBaHust. Kilaccudukariyst,
TIMArHOCTHKA 1 JieueHue. [Tocobue 1st CTyIeHTOB
IV, V, VI KypcoB, MUHTEPHOB, KITMHUYECKUX Op/IU-
Haropos u Bpaueii. CI16., 2005. C. 7.

24. Kosanesa JI.I., TopoyHosa H.A.,
Meuiepsikosa JI.M. u coaBT. XpoHUYECKHUE
MuesonposndepaTuBHbIe 3a00JIeBaHUS:
MaToreHe3 OCHOBHBIX CUHIPOMOB U BBIOOD
TeparneBTUYEeCKO TAKTUKU. MaTepuaibl

I Bcepoccuiickoro che3na reMaToioroB,
Mockaa, 16—18 ampesst 2002 1. [TpoGiembl re-
MaToJIOTUH U nepennBaHus Kposu 2002;1:56.
25. Kosanesa JI.I, MertepsikoBa JI.M.,

¢ [IM®, nmocTapUTpeMUYECKUM 1 TTOCTTPOMOOLIUTEMIYE-
ckum Muentopuoposom, UIT, JAK2V617F-niosutrBHOM DT
[2]. OtkpbiTHe HOBBIX MyTauuii mpu XMITH crioco6cTByer
pa3paboTKe HOBBIX JICKAPCTBEHHBIX MPENapaToB, JArOLINX
HaIeX/ly Ha yMEHbIICHNE KIMHUYECKUX TTPOSIBICHUI 60-
JIC3HU U YJIy4IlIeHUsT Ka4eCTBa XM3HU MallMeHTOB.

Komnocosa JI.1O., Baxpyiesa M.B. XpoHuue-
CK1e MUesTonposnbepaTUBHbIE 3a00JI€BaHMST:
KITMHUKO-TEPATNIeBTUIECKIE OCOOCHHOCTH

u niepcrieKTuBbL. Te3ucsl Poccuiickoil HaydaHO-
MPaKTUYECKOI KOH(DEpeHIMN «AKTyalIbHbIE
BOITPOCHI TEMATOJIOTMU U TPAHCHY3UOTOTHI»,
Cankr-IletepOypr, 8—10 utonst 2004 .

C. 36-37.

26. Meuiepsikosa JI.M., Kopanesa JI.T.,
Kosnocosa JI.}O. CybneiikeMuiecKuii Myue-
JI03 — TeYEHHE U JICYEHUE TTOXKUITBIX OOTbHBIX.
Tesucbl KoHDepeHIUM «3a001eBaHUsST KPOBU
y TIOXKWJIBIX JIIONIeH: TUAarHOCTHKA, JIeYeHUE,
0COOEHHOCTH UMMYHOCYTIpeccum». M., 2004,
C. 42-45.

27. Meuepsikosa JI.M., Konocosa JI.1O.,
Koganesa JI.I. JleueHue 601bHBIX CyOIeii-
KeMUYECKUM MUEJIO30M B 3aBUCUMOCTHU OT
Gdopmbl 3a00s1eBaHus. Te3uchl KOHbEpPeHIIMN
«[TpobemMbl reMaTOJIOTU U U NepesIuBaHus
KpoBu». M., 2005. C. 44.

28. Micheile J.J., Kutti J., Stark P. et al.
Diagnosis, pathogenesis and treatment of

the myeloproliferative disorders essential
trombocythemia, polycythemia vera and
essential megakaryocytic granulocytic
metaplasia and myelofibrosis. Neth J] Med
1999;54(2):46—62.

29. Memepsikosa JI.M., Konocosa JI.1O.,
Kosanesa JI.T. JleueHue 60JbHBIX cyOieiike-
MUYECKUM MUEJI030M IMperapaTaMu aibda-
uHrepdepoHa. Martepuaibl KOHbEpPEeHIIMN
«HoBoe B rematoyiornu u KIMHUYECKOI
TpaHcdysuonorun». Mocksa, 15—16 anpesst
2003 r.;2:45.

30. Konocona JI.}O., Kosasesa JI.I.,
Merepsikosa JI.M. JleueHre aHeMUYECKOi
GbopMbI cydJIeiiKeMruecKoro Myestosa. Te3uchl
KOH(bepeHIIMU «3a00J1eBaHUS KPOBU Y TIOXKMIIBIX
JTIOJICA: TIMarHOCTUKA, JIeUeHNe, OCOOEHHOCTH
UMMyHocytipeccumn». M., 2004. C. 45—47.

31. Kosasiesa JI.I., Kapartossia C.P.

1 coaBT. CIUIEHIKTOMUSI TTPU CyOIeiiKeMu-
yeckoM Muesiose. [emaron u TpaHcdysnon
2004;49(5):14-21.

32. Kosasnesa JI.I., Kapartonsu C.P.,
Konocosa JI.1O., Memiepsikosa JI.M. Ananu3s
pe3yJIbTaTOB CIUIEHIKTOMUU MIPU CYyOIeliKe-
MuyeckoM muesnose. Tesucel Poccuiickoit
HayYHO-TIPAaKTUIEeCKOI KOH(MEPEHIINH «AK-
TyaJIbHbIe BOITPOCHI TeMaTOJIOTMH U TPAHC-
dysuonorun». Cankr-IlerepOypr, 8—10 utoHs
2004 . C. 37.

33. PyKoBOJCTBO 110 XMUMUOTEPATTUU
oryxoJieBbIx 3a0osieBanuii. [Ton pen.

H.W. TIepeBoauukoBoii. M.: ITpaktuyeckas
MenuivHa, 2011. C. 318—321.

42011 I



