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*AOCTOBGPHO CHNXXaeT npoABeHne cnmnTomaTukm 6onesHn, YMeHbLUaeT CrJIeHOMeranuio, ynyJillaeT noKa3saTtesin KavyecTBa XKU3HN N NoBblllIaeT BbDKMBaeMocTb'*

NHdopmauwa noanexur p. 0 B criel| po Jit , npeal [NA MEAULMHCKNX yUpeXaeHuin 1 Bpaveit. PacnpocTpaHeHne AaHHOK UH$opMaLmy Nto6biMm cnocobamu, NPeaoCTaBALLIMMI AOCTYN K Hell HeonpeaeneHHoOMy Kpyry nuu, 3anpelieHo. KpaTkaa MHCTpYKuuAa no

KOMY N penapata PKAKABW. BaxxHo: nepe/] Ha3HaueHVeM 03HaKOMbTECh C MONIHON UHCTPYKLVel No NpuMeHeHMio Npenapata. ®opma BbinycKa: TabieTkn o 5 Mr, 15 Mr uim 20 Mr pyKconutuHn6a. MokasaHnA K NpuMeHeHuIo: leyeHme 3a60N1eBaHNi, CBA3aHHbIX CO CRIleHOMeranueil,
VAN CUMNTOMOB NepBUYHOrO Menopnbposa (Takxe M3BECTHOTO Kak XPOHUYECKMNIA AVONATUYECKNA MUenopurbpo3) y B3POC/bIX NaLMeHToB, Muenodréposa, KOTOpbIi Pa3BuaCa Ha GOHe NCTUHHOW NONNLIUTEMUN UK SCCeHUManbHOI TpombouuTemun. Mp nol {Has YyBCTBUTENBHOCTb K
[eiicTByiOLLEMY BeLeCTBY UM K Il060MY 13 BCOMOraTeNbHbIX BellecTs. Mo6ouHble peakuum: oueHb 4acTo (>10%): MHEKLIMM MOUEBbIBOAALLMX NYTeN, aHEMWA, TPOMOOLIMTONEHWA, yBENNYEHNE MaCcChl TeNa, HeNTPOPUNUSA, rMNepxonecTepUHeMmUs, KPOBOTeYeHUA (No6ble KPOBOTEUEHUS, BKNIOUas BHyTPUYepernHble
KPOBOU3NNAHUA, KpoBoTeuyeHnA XKT, o6pasoBaHue KPOBOMOATEKOB, HOCOBbIE KPOBOTEUEHUA, KPOBOTEUEHMA NOC/Ee NPOBEAEHNA MPOLeAyp, reMaTypuio 1 Apyrie KPOBOTEUEHNA), FONOBOKPYXKeHWe, FofIoBHaA 601b, Nol 7 ypoBeHb oTpaHcdepasbl, NOBbILEHHbIN YPOBEHb acnapTaTaM1HOTPaHC-
depasbl, 0bpazoBaHue KpoonoaTekos. YacTo (1-10%): onoAcbiBaoLWMit repriec, MeTeopusm, KposoTeueHna KKT, BHyTpruepenHbie KpoB( . Perncrp =177 TB0: N°UA/13456/01/01, NeUA/13456/01/02, NeUA/13456/01/03 ot 13.02.2014. OTnyckaeTca no peuenty Bpaya. [lonHas nHdopma-
LA COAEPXKNTCA B HCTPYKLIMM ANA MeAVLIMHCKOTO NMPUMEHeHVA npenapara.
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BOAEE PAHHWI OTBET, BOAEE TAYBOKWN OTBET,
MEHbLLE CAYYAEB NMPOIrPECCHUPOBAHUA"
MO CPABHEHUMIO C UMATHNBOM*’

Tepanua npenapatom TacurHa no3sonsaeT nayneHtam ¢ Ph+ XMJ1 goctuub 6onee paHHero n 6onee rnybokoro oteeta
MO CPAaBHEHUIO C UMATUHOOM, UTO MOMOTaEeT B JOCTXKEHU BblXKMBaHUA 6e3 peumansos *”

B uccnepoBaHum TacurHa npogemoHCTpUpoBand

*Flo ¢a3b| aKcenepaLu/ll/l /6ﬂaCTHOrO Kp|/|3a (@A/BK) . Béccarar.ﬂ M. et al. Blood. 2013; 122 (6): 872-84.
. Bianconi M. et al. Ann Hematol. 2015; 94 Suppl 2: 141-7.
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Ph+ XMJT- XPOHUYECKNN MNEJTONTENKO3 C MOJIOKNTESTIbHOU 3. NCCN Clinical Practical Guidelines in Oncology Chronic Myelogenous Leukemia. 2015 v.1.
d)ymanen b(l)VIIhCKOI;I xpomocomom 4. VIHCTPYKLMA N0 MEAULIMHCKOMY NPYMEHeHMIo npenapara TacurHa.
BMO _ 6OJ'IbLIJOVI MOneKyns HbIPI oTBeT 5. Kantarjian H.M. et al. Lacet Oncol. 2011. (9): 841-51.

. ynap 6. Larson R.A. et al. ENESTnd 5-year update: Long-term outcomes of patients with chronic myeloid leukemia in chronic phase

MO - MONeKYyNnAPHbIN OTBET treated with frontline nilotinib versus imatinib. Poster Presentation 50th Annual Meeting ASCO; May 2014; Chicago, IL. Poster 7073.

_ y 2 7. Kantarjian H.M., Kim D.-W,, Issaragrisil S. et al. ENESTnd 4-year update: continued superiority of nilotinib vs imatinib in patients with newly diagnosed
rMO 45 FHY6OKV|VIVMOHEKyﬂF|E>Hb|I/I oTeeT (45 |Og) Philadelphia chromosome-positive (Ph+) chronic myeloid leukemia in chronic phase (CML-CP). Poster presentation 54th annual meeting ASH; Dec, 2012; Atlanta, GA. Poster 1676.
XMIJ1 - XpOHNYECKII MMENONenKo3 8. Timothy P. Hughes et al. Blood. 2014; 123: 1353-1360.
TacurHa. Uud AnA C TOB cdhepbl 3ap VHdopmaLma noanexur g B Cnel |POBaHHbIX M3/, , npen| ana KNX yUpeXzeHnil 1 Bpayeil. PacnpocTpaHeHie AaHHON MHGOpMaLnm NoGbiMM Cnoco6amu, NPeAoCTaBNAIOLMMM AOCTYN K Hell HeonpeaeneHHOMY Kpyry in,
3anpelyeHo. BaxHo: nepen cnepyer TbCA C MHCTPYKUUEN ANA MeAVLINHCKOro NPUMEHEHWUA NeKapcTBEHHOro cpepcTa. Popma BbiMycKa: Kancysbl TBepAble, copepxalyue no 150 mr uan 200 mr HunotunGa. Mokasanuma: TabneTkn 150 Mr. JleueHue Brepsble AMArHOCTMPOBAHHOM XPOHMYECKON dasbl
XPOHUYecKoii MuenoungHom neikemun (Ph+ XMJT) y B3pocnibix NaLMeHToB ¢ punagenbpuinckoin xpomocomoii. Tabemku 200 me. JledeHne BnepBble ANarHoCTUPOBaHHON XPOHNYECKON $pasbl XPOHUYECKON MUeNonaHoi neikemun (Ph+ XMJ1) y B3pocibix nauueHToB ¢ dpunaaenbeuiickon XpomMocomoii. SleueHune XpoHUUECKo 1 yCKOPeHHO dasbl
(DA) xpoHuueckoi muenougHom neiikemun (Ph+ XMJ1) y B3pocbix NaumneHToB ¢ prnaaenbGuinckoin XpOMOCOMOIA, B Clyyae Pe3NCTEHTHOCTN AN HeNePEeHOCUMOCTY Npe/biAyLLeN Tepanum, BKouan Tepanuio uMaTuHnGom. MpoT nol Has YyBCTBUTENIbHOCTb K HUNOTUHUOY 1 ApyriM KOMMNOHeHTam npenapara. Mo6ouHble

peakuyun: Bnepsble AnarHocTrposaHa Ph+ XMJI-X®: Yactbimu (=10%) HeremaTonornyeckumm nobouHbIMM peakuvamy Ha npenapar (MPT) 6binun Cbinb, 3yA, roNoBHas 60/b, TOWHOTA, yTOMAAEMOCTb U MUanTva. BonblMHCTBO 13 3Tux MPI 66Ny NETKUMW UK YMEPEHHbIMM NO TAXECTU (cTeneHb 1 uau 2). Bonb B BEPXHWX OTAENAX KMBOTA,
anonewms, 3anop, Anapes, aCTeHMs, CyXOCTb KOXKU, MbiLLIEYHbIE Cria3mbl, apTPaNruis, pBoTa, 60sb B XKUBOTE, Nepudepryeckne oTeKu, aucnencus n 60/b B KOHEUHOCTAX HaboaanMch MeHee 4acTo (<10% 1 =5%) v 6b1IV NErKON UK CPeAHEN TAXKECTU, KOHTPONMPYEMbIMY 1 B GOMIBLUMHCTBE CllyYaeB He TPeGOBany CHUXeHUsA Ao3bl. [pekpalyeHne
neyeHNa BCIeACTBME NO6OUHbIX 3¢ deKToB Ha NpenapaT Habnioaanock y 10% naumeHToB. lemaTonornyeckne TokCuyeckne NPosBeHNs, KOTOpble BO3HWKAIOT BO BPeMs SleYeHus, BKNIOUaloT Muenocynpecuu: TpomboumutoneHuio (18%), HeitTponeHnuio (15%) 1 aHemuio (7%). lnespanbHble 1 NepukapanabHble BbINOTbl HE3aBUCUMO OT NPUYMHDI
Habnoganuc B 1% 1 <1% NaLyeHTOB COOTBETCTBEHHO, MPUHUMABLLMX NpenapaT TacurHa B 4o3e 300 Mr 2 pasa B cyTKu. COOBLIEHMA O XKeNyAOUHO-KULLIEUYHBIX KPOBOTEUEHMAX HE3aBMUCVIMO OT MPUYMHDI MONYYEHb! OT 2,5% NaLneHToB. M3MeHeHWe HauanbHOTo YPOBHSA MPOJOIKUTENbHOCTU YCPEAHEHHOTO M0 BpemeHn nHTepsana QTcF B cragum
paBHOBeCUA Npy NpUMeHeH HunoTnHnGa B pekomeHAoBaHHOM Ao3e 300 Mr 2 pasa B CYTKM COCTaBNANo 6 Mc. B rpynnax npumeHerna HunotuHm6ba B fo3e 400 Mr 2 pasa B cyTKu 1 400 Mr 1 pa3 B CyTKU NPOAOIIKNTENbHOCTb YCPeAHEHHOTO NO BpeMeHu nHTepBana QTcF B paBHOBECHOM COCTOAHWM COCTaBUA, COOTBETCTBEHHO, 6 MC 1 3 MC. Hn
Y OAHOTO 13 NALMEHTOB BCEX FPYM eYeHns abcontoTHas npopomknuTensHoctb QTcF He npesbiwwana 500 Mc, a TakxKe He H it b i ABYHanp: 011 XKenyJ04KOBOW T K Yar e QTcF, np 60 MceK, 3adUKCNPOBaHO y <1% NaLMeHTOB (0AVH — 13 rpynMbl neyeHna 300 Mr 2 pasa B CyTK 1 ABa — U3 rpynnbl
neyueHna 400 Mr 2 pasa B cyTKu). H1 B 0AHOM U3 rpynn He 6bino nauuneHTos ¢ OBJTXK (dpakumen BbIGpoca NeBOro xenyouka) <45% BO BpeMsA IeUeHNA UK NaLMEHTOB C aBCOMIOTHBIM CHUXKeHeM OBJTIXK Ha 15% unu 6onee. He 66110 cooblieHnit o ciyyasx BHe3anHoi cmepTu. FemaTonoruueckue MNP BKAoYaloT NpoABAeHNA Muenocynpec-
cum: TpomGoLuToneHmio (18%), HeirTponeHuio (15%) n aHemmio (7%). Ph+ XMJT-X® 1 XMJT-OA npu Hanuunm pesncTEHTHOCTU WM HENePeHOCMMOCTU K UMaTUHWOGY. MprBeaeHHbIE HUXeE JaHHble MOMyYeHbl N0 pe3ynbTaTaM OTKPLITOrO MHOMOLEHTPOBOTO NccneaoBaHna dasbl Il ¢ yuacTrem naumentos ¢ XMJT B xpoHuueckoi dase u pase
aKcenepauumn Npu HaNNuMN PE3NCTEHTHOCTN UM HEMEPEHOCUMOCTM K MMaTUHUBY. Hanbonee uactbimm (>10% B 06beAnHeHHO nonynauuy naumeHtos ¢ XMJ1-X® u XMJT-OA) Herematonoruyeckiumu MNP 6binu Cbinb, 3y/, TOWHOTA, yTOMIAEMOCTb, FrofoBHasA 60b, pBOTa, Manrus, 3anop 1 anapea. bonbwnHCTBO 3TV NP 6biIM Nerkumn nnn
YMEPEHHBIMI M0 TAXECTU. ANONeL s, MbllLEYHbIE Cra3mbl, CHUXKEHUE anmneTuTa, apTpanrus, 60/b B K1BOTe, 60Nb B KOCTAX, Nepudepnyeckne oTeku, acteHus, 60/b B BEPXHUX OTAENAX XKMBOTA, CyXOCTb KOXM, 3puTeMa 1 60/b B KOHEUHOCTAX Habnioganmcb MeHee 4acto (<10% 1 >5%) v Gbiny nerkom 1 cpeaHeit TAxecTu (cTeneHs 1 unm 2).
MpekpalyeHne neyeHns BCNeACTBUE NOGOYHBIX 3GPeKTOB Ha NpenapaT Habnoganock y 16% naumreHToB C XpPoHUYeckon pasoin 1 10% naumeHToB ¢ da3oii akcenepaumn. FemaTonornyeckne ToKCUYECKMe npc , KOTOPbIE BO: T BO Bpema , BKIIOYAT Myenocynpecum: TpombouuTonenmio (31%), Hentponenuto (17%) v
aHemuio (14%). MeHee uem y 1% naLMeHTOB, NONyYaBLIMNX TacurHa, | b T [ ble 1 neg I ble BbIMOTbI, @ TaKKe 3aflepXKKa KUAKOCTU. 3acToHan cepfieyHas HeOCTaTOYHOCTb Hablofanack MeHee Yem y 1% naumeHToB. COOBLUEHNA O Xeny[ouHO KpOBO' 1 0 KPOBC 8 LUHC nony
OTHOCWTENbHO 1% 1 <1% NaLMeHTOB COOTBETCTBEHHO. VIHTepBan QTcF, npesbiwatowuin 500 Mcek, 3apuKcpoBaH y <1% naumeHTtos. Cnyyaes ABYHaNpPaBNeHHOW XenyAOo4KOBO TaxmnKapanuy (BpeMeHHO UK CTOKON) He HabnioAanocs. MpekpalleHne neyeHns BCIeACTBIE Pa3BUTHA NOBOYHbIX ABNEHNI HE3AaBUCUMO OT UX MPUUNHbBI OTMEYEHO
y 16% nauueHTos B X® 1y 10% naumentos ¢ ®A. OTnyckaeTca no pewienTy Bpaya. MonHaa HGopMaLma COAEPKNTCA B MHCTPYKLIMM ANA MeANLIMHCKOTO NpUMeHeHUA npenapara. PernctpaunoHHoe ceupeTenbCcTo npenapata TacurHa: NeUA/89799/01/01, NeUA/8979/01/02 ot 06.01.2011.
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C.B. KnumeHko, a. Meg. H., npodeccop kadeapbl BHyTpeHHe meanumtbl N2 1 HaunoHanbHoro megnumtckoro yHusepeurera um. A.A. boromonsua,

[NABHbBIA BHEWTATHLIN rematonor MMHUCTEpCTBA 30paBooXpaHeHns YKpauHbl, 3aBeaylowmii otaenom meanunHckon reHetuku Y «HaumoHnanbHbIM HayUHbIM ueHTp

paanaunonHoin MeamumHel HAMH Ykpaunbi», r. Kuee

Pyxconumunu6 8 mepanuu MuenodiuGpo3a

Paseutue muenodpubposa (M®P) conpoBoxxaaeTcs CnaeHOMEranue, LMToneHnen, CHIKEHUEM BbDKMBAEMOCTU NALUEHTOB

M KAUYeCTBA MX XXu3HU. OH moxkeT 6uiTb nepenyHbiMm 3a6onesanuem (MM®), nu60 BO3HMKAET NOCNE 3CCEHLMUANBHOM
TPOMGOLMTEMUU MU UCTUHHOMN NonuuuTemumn. Xora naroreHe3 M® okoHUATENbHO HEU3BECTEH, CUMTAETCS, YTO B €r0 PA3BUTUMN
304eCTBOBUHBI MYTALIMM B FEHAX, PEryIUPYIOLUX CUTHAJIbHbIE MYTU LUTOKUHOB, O TAK)KE dNUreHeTuYeckmue cobbitus.

Y 6onblinHcTBa nauueHToB ¢ M@ BbISIBAKIOT MyTALMM NO KpaiiHel mepe OAHOrO reHd, npuBoasLMe K U3MEeHEHUIO
HOpManbHOW akTuBauum curHansHoro nytu JAK-STAT. Yawe Bcero peub uaer o myrauuu JAK2V617F, Ho usBecTHbl TaKKe

myTtauum CALR u MPL (P. Ho et al., 2015).

Ans KOppeKuun CMMNTOMOB 30601€BAHUS U CMAIGHOMETaNUKN NpUMeHsieTcs pykconutuHu6 — JAK-uHrnéburop, s¢ppeKTuBHOCTL
KOTOPOrO He 3aBUCUT OT HONMYUSA MYTALMIA. ITOT Npenapar 6bin Bnepebie YTBePXAEH ANng npumeHeHus B tepanuu M® B 2011 r.
M cerofHs BXOAMUT B CTAHAAPTHI Tepanum 6onee yem 80 ctpan mupa.

Knununueckas 3¢ dEeKTUBHOCTh PYKCOIU-
tuHNOa B Teparmu M® Gblna olieHeHa B He-
CKOJIbKMX ~KIMHWYECKUX HCCIeIOBAHUSIX
(ta6m. 1). B uccnenoBanusix I u I a3l onpe-
JeJISUTMCh MaKCUMaJlbHasl OOIyCTUMasl 103a
mpernapata M COOTBETCTBYIOIIME CXeMbI 10-
supoBanus (B. Dupriez, P. Morel, J. Demory et
al., 1996). Cpemumii meprio OT MOMEHTA I10-
CTAaHOBKM JIMarHo3a Yy MalMeHTOB COCTaBWII
6 net, 82% obutn JAK2V617F-nonoxurennb-
HBIMM U OOJIBIIMHCTBO MallMEHTOB paHee Mo-
Jydanau JiedeHue APYTMMM TpernapaTtamu
(86%). MakcumasbHasi MepeHOCUMAas 103a
PYKCOJUTUHMOA COCTaBMIA 25 MT IBaXIbl
B cyTkU wiu 100 Mr onuH pa3 B ieHb. Jlo30au-
MUTHUPYIOUIMM TOKCUYECKUM 3hdekToM Oblia
TPOMOOLIMTOTNIEHNSI, KOTOpasi HOCUJIa 00paTu-
MbIii XapakTep. bbuta pacpocTpaHeHa Takxke
J0303aBUCUMas MUEIOCYIPECCUsi. ABTODPBI
COOOIIMIN O COKDAIIEHUU B pa3Mepax ceie-
3¢HKM W YMEHBIIEHUU BBIPAKeHHOCTH
CBSI3aHHBIX ¢ 3a00JIeBAHMEM CUMIITOMOB (yC-
TaJIOCTh, HOYHAS! MOTJIUBOCTb U 3yI) Y 00JIb-
IIMHCTBA TMAalMEeHTOB. BaXXHO OTMETUTD,
YTO BO3AEUCTBME Ha OOIIYIO0 BHDKMBAEMOCTh
OTJINYAJIOCh B 3aBUCUMOCTM OT LIEHTpa,

B KOTOPOM OCYIIECTBIISLIOCH JIeYeHUE, KONeO-
JIICb OT OTCYTCTBMSI KaKON-JIMOO DPa3HMIIBI
B OOINEi BBDKMBAEMOCTH IO CPaBHEHMIO
¢ koHTposiem (otHomeHue puckoB (HR)
He cooOmaercsa, p=0,43; A. Tefferi,
M.R. Litzow, A. Pardanani, 2011) mo yiyuiie-
HHUS 001Iel BBKMBAeMOCTHU B IPYrOM LIEHTPE
(HR 0,58, 95% noBepuTedbHBIN WHTEPBAT
(AN) ot 0,39 0o 0,85, p=0,005) (S. Verstovsek,
H.M. Kantarjian, Z. Estrov et al., 2012). Taxxke
ObLTO TIOKa3aHO, YTO COKpallleHWe Mabla-
TOPHOI IJIMHBI CEJe3eHKU HILKE pedepHOi
oy Ha 50% TpUMEpHO SKBUBAJIEHTHO CO-
KpamieHuio Ha 35% oObema 3TOro opraHa,
COIJIACHO U3MEPEHMSIM TP MTPOBEACHUY Mar-
HUTHO-pe30oHaHCcHO ToMorpaduu (MPT).
Ouenka mo MPT 0ObUta mpuHsATa B Ka4ecTBe
MEePBUYHOM KOHEYHOM TOUKH B IMOCIEIYIOLIUX
HCCIIENOBAHUSX, TIOCBALIEHHBIX TPUMEHE-
Huto nHr6UTOpoB JAK B Teparin MO®.

B uccnenosanuu 1 ¢azsr COMFORT-I
nipuHsuM yyactre 309 marmenToB ¢ [IM® mwm
BTopuuyHbIM MO (mocie 3cceHLMaTbHOI
TPOMOOLIMTEMUN WIM MCTMHHOMN TOJIULIUTE-
MUU), C TIPOMEXYTOYHBIM-2 U BHICOKUM PHUC-
KOM 3a00JIeBaHUSI COTJIACHO MEXITYHAPOTHON

Tabnvua 1. dpdexTuBHOCTL pyKconuTMHMGa B Tepanum M®:
pe3ynbTaTbl KNMHUYECKUX UCCIIef0BAHUIA

MepeuuHas
WUccneposa- Xapakrepuctuku O6was
Hue NAauueHToB L KonedHas maxon BbKMBUEMOCTb
TOUKa
MNA 25 mr
n=153 Pykconutuumb | MakcumansHo ABG)K]ASBB CyTRH
53% - MO 25 mr gBaxgbl | nepeHocumas wm mr
= 15% - BM® nocr-UN B Ai€Hb Bo3a (ucxops BOAeHb. 44%
2 32% - BM® nocr-3T 50 mr peaxabl | M3 TpoMBouu- TBET: o 2-netHss — 84%
o o . umenu >50%
e 28% - cpegHui-2 puck B iHb MU TOneHuH).
65% - BbicOKMM pUCK 25-200 mr Dosuposatue. cHuxenne
7% — pHcK He onpepeneH | B CyTku Orger nanenaropHou
DJIHbI
ceneseHku
3 n=309 HR 0,50 (95%
"i PedbpaktepHocTs unu 1 0,25-0,98,
o HenepeHoCHMOCTb Pykconutuumb | Yucno p=0,04) nocne
§_ AOCTYNHOM Tepanuu 15 Mr peaxap! NAUMEHTOB 32 Hegens;
o= 50% NM® B CYTKM U c>35% Pykconumuum6: | HR 0,36 (95%
= Ec 31% - BM® nocr-UN 20 mr geaxpel | ymeHbwendem | 41,9% N 0,204-
=EE 18% - BM® nocr-3T B CyTku B 3aBM- | obbema cene- | [naue6o: 1,035), ucnons-
O5© CpepHuit-2 puck CUMOCTH OT 3€HKHM 0,7% 3y CTATUCTUYEC-
- 41,3% - pykconutHu6 YPOBHS TPOM- k 24 Hepene p<0,0001 KWM NOAXOA,
3 35,1% - nnauebo 6GouuTos mnu MO AQHHBIM YHMTHIBQIOLLMIA
3 Boicokmi puck nnauebo MPT unu KT cMelueHue
%‘ 58,1% — pykconutunub (RPSFT) nocne
a 64,3% - nnauebo 34 mec
n=219 p 6
o 53% - M® | Ucno
_ % g 31% = BM® nocr-MN b ':;:Z?_I):AH NALMEHTOB C
=2 "fiE 16% - IEMCD nocr-3T 20ymr BOXb 235% ymeHb- Pyﬁconmuuu& HR 0,48 (95%
Qgedg CpepHmit-2 puck 5 oyTko B s0an. | UEHMEM obve- | 28% [140,28-0.85
= g s S | 40% - pykconutunnb » yocm Ma cenesewkn | HAT: 0% =0 609) ad
8 [ 40% - HAOT M k 48 Hepene p<0,0001 P
z < Bbicokui puck or yprHﬂ M0 AGHHbIM
e 60% - pykconuTHHmMb TPOMH o#mos MPT wnu KT
59% - HT wm HAL
Pykconummimb | Yenewnoe
15 Mr aBaxasl neveHue onpe-
B CYTKM UIU Aenserca Kak
n=48 20 mr geaxgsl | >50% ymeHb- 50% (95% OU
— © NM®, BM® nocr-MN B CYTKM B 30BM- | LWEHME ANMHbI 35,2-64,8%) Obuios suixeae-
5 8 MOCTb B TeYeHHe
= unm noct-3T CUMOCTH OT CeneseHKU MM | BOCTUTHYTG o
@ 3 5 . 3 48 nepens — 89%
O E 29% - cpepuit-1 puck ypoBHs Tpom- | 250% cHuxe- | nepeuuHas (95% IM
° 27% - cpeaHmi 2 puck BouuTos; HMe BbIPOXEH- | KOHEYHas 75 9°5°/
44% — BbICOKMM pHCK TUTPOBAHUE HOCTM CUMNTO- | TOMKQ -95%)
P p
£03bi 0 25 Mr | MoB no
ABAXAbI B MF-SAF k 48
CYTKH Hepene
MTM® - nepsuunbif Muenodubpos, BM® noct-MI - sropuuHbii Muenopnbpos nocne HCTUHHOM MOAHLUTEMMH,
BM® nocr-3T - BropuuHbii Muenodubpos nocne scceHumansHoi Tpombouptemur, HOT - Haunyywas goctynHas Tep M - posep A

wnrepsan, MM - MakeumanbHo nepeHocnmas Ao3a, MPT — markutHo-pesoHaHcHas ToMorpaus, KT - koMnbiotepHas Tomorpadms.

nporHoctuueckoii mkane PSS, yBenuueHu-
€M pa3MepoB TAJIBITUPYEMOI CeJIe3eHKN 00-
Jiee yeM Ha 5 cM HMKe pedepHOi Tyru, KOJu-
yecTBOM TpoMmboruTtoB >100 x 10°/m.
IMaumeHTsl TOJTYyYaau pyKCOIUTUHUO (15 Mr
IBaXIbl B J€Hb, €CJIM WCXOOHBINM YPOBEHb
TpoM6oLMTOB cocTansn ot 100 10 200 x 10°/11,
i 20 MT ABaXIbl B I€Hb, €CIM KOJIMYECTBO
TpomGouuToB Tpesbimano 200 x 10° /n) wm
mane6o. Y Oopleil 9yacT NalieHToB, 0-
Jy4aBUINX pyKcomutuHuG (41,9% mnpotus
0,7% nauueHTOB, MPUHMMABIIUX ILIALE00,
p<0,001), oTmMeuanoch yMeHbllIeHHEe 00beMa
cene3eHKN Ha >35% ¥ TpaKTUIecKu Yy BCex
60bHBIX (97%) HabMOJANIOCh YMEHBIIIEHHE
obbeMa cele3eHKU B KaKOH-TO MOMEHT HUC-
cnenoBaHusl. CooOIIaIOCh O 3HAYUTETHLHOM
yAy4IIEeHUM CUMITOMOB 10 MOAMMUIIUPO-
BaHHOI mikane oueHku MF-SAF B TeueHue
24 Henmenb Ha (pOoHE TepaIluy IO CPaBHEHUIO
¢ TalWeHTaMHU, TOJyYaBIIMMU TIaLe6o
(45,9 u 5,3% cootBerctBeHHO, p<0,0001).
ITocne Toro Kak MeauaHa HaGIOAEHUS TO-
cruria 34 mec, HR w1s o61iiei BbXKMBaeMoC-
TH ObUT OIATONIPUSITEH 151 TPYIITIbI PYKCOJIU-
turau6a (HR 0,69, 95% OU ot 0,46 mo 1,03,
p=0,067), HecCMOTpPSI Ha TO YTO OOJBIIMHCTBO
manmeHToB (72%) TepBOHAYANBbHO OBLIU
PaHIOMM3UPOBAHBI B IPYIITY TU1ale60 1 BIO-
CJIeICTBUY OBLIM TIepeBeACHbI B TPYIITY PYK-
conutuHuOa (S. Verstovsek, R.A. Mesa,
J. Gotlib et al., 2015). IlepekpecTHbIlt nu-
3aifH UCCIeNOBAHMS TTPUBOIUT K MPEAB3SATON
OlIEHKE, BCEJCTBUE YETO BIUSIHUE PYKCOIU-
TUHMOA Ha OOLIYI0 BBDKHMBAEMOCTb MOXET
ObITH TIpeyBennyeHo. CTaTUCTUIECKMIA MO~
XOIl, KOTOPBII KOPPEKTUPYET 3TO CMEIICHHE,
npenmnonaraetr HRO0,36 (95% AN 0,204
1o 1,035).

B uccnenosanue COMFORT-II Bkitoue-
Hbl 219 naumenToB ¢ [IM® wiy BTOpUUHBIM
M® (mocne 3cceHLMANbHONW TPOMOOLIMTE-
MUY WIW UCTUHHOMN TIOJIMIIMTEMUM), UMEIO-
X 3aboyeBaHUE TTPOMEKYTOUHOTO-2 WIIH
Bbicokoro pucka no IPSS. IManueHTs! 0buTH
PaHIOMM3UPOBAHBI JJISI MOJYyYEHUsI PYKCO-
nutuHMOa (15 Mr a1Ba pasa B CyTKU IIPU YPOB-
He TpomGouuToB <20 x 10°/1, uan 20 mr aBa
paza B CYTKM TIpU YPOBHE TPOMOOIIMTOB
>200 x 10°/n) wau Hawaydineil JOCTYMHOM
tepanuu (HAT). bonbiiast yacth nmaureHToOB
B TpYIINE PYKCOJUTHHUOA NOCTUIIM COKpa-
IIeHUsT 00beMa Celie3eHKU Ha >35% B Teue-
Hue 48 Helelb, M0 CPABHEHUIO C TEMM, KTO
moayyan HAT (28% nporus 0%). MenuaHa
MPOAOJIKUTEILHOCTU OTBETA CO CTOPOHHI Ce-
JIE3¢HKM COCTaBMJIa TPUOIU3UTEHLHO 4 Tona
(E Cervantes, A. Vannucchi, J.-J. Kiladjian et
al., 2013). KpoMe TOro, KauecTBO XW3HU
y TMalMeHTOB, MPUHUMABIIUX PYKCOIUTH-
HUO, yayumuiock. [locne Toro Kak MeanaHa
HabmoaeHus nocturiaa 35 Mec, ObUIO TTOKa-
3aHO YJIyYilleHWe BBIKMBAEMOCTU B TpYIIIIE,
roJtyJaBliei pyKCOJTUTUHUO, IO CPaBHEHUIO
¢ rpymmoii HAT (HR 0,48; 95% U
or 0,28 mo 0,85, p=0,009). Ananu3 mnoxu-
TPYII, TIPOBEICHHBIN B KaXKIIOM MCCIIeNOoBa-
HWMU, TIPOJIEMOHCTPUPOBAJ TOJB3Y OT Tepa-
MMM PYKCOJTUTUHUOOM HE3aBUCUMO OT MY-
TALlMOHHOTO crartyca JAK2V617F
(C. Harrison, J.-J. Kiladjian, H. Al-Ali et al.,
2012). PykconuTuHUO yiydilajd BbDKUBaeE-
MOCTb HE3aBHCUMO OT MYTallMOHHOTO CTaTy-
ca, a TaKXe CHIDKAJl PUCK CMEPTH Y TIallieH-
TOB C HAJMYUEM JOTOJHUTEIBHBIX MPOTHO-
CTUYECKM  HEOJarompusiTHbIX — MyTaluit
(ASXL1, EZH2, SRSF2 u IDH1/2) c HR 0,57
(95% U: 0,30-1,08) o cpaBHenuio ¢ HAT
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(P. Guglielmelli, E Biamonte, G. Rotunno et
al., 2014). B HacTosiiee BpeMsi TTPOBOIUTCS
JIBA OTKPBITBIX MCCIEMIOBAHUS: OTHO — CPeIn
MAlMEeHTOB ¢ HU3KUM KOJMYECTBOM TPOMOO-
uutoB (EXPAND), npyroe — cpeau manueH-
TOB ¢ 3a00JieBaHUEM TPOMEXYTOUHOTO PUC-
ka-1 (JUMP). OkoHuyaresibHbIe DPEe3yJIbTaThl
3THUX UCCIIENOBAHUN OXUIAIOTCS.

Komy nokasasa mepanud pyKconumunuGom

ITokazaHust [j1sl Ha3HAYEHUs PYKCOJIMTH-
HMOA BKJIIOYAIOT JIeUeHWE COCTOSIHMIA, CBSI-
3aHHBIX C HAJMYMEM CIUIEHOMETaJuu WIN
CUMNTOMOB Muejo¢pudpo3a y OOJbHBIX
¢ [IM® wm BropraasiM M® (T1ociie 3cceH-
LHUATbHONW TPOMOOLMTEMUM WM HCTUHHOMN
MOJUIIMTEMUN). YTIOMSIHYThIE BBIIIE MCCIe-
JOBaHUS OBLUTU TIPOBENEHBI CPEIU MAllMEHTOB
C BBICOKMM U TPOMEXYTOUHBIM-2 DPHUCKOM
o IPSS. CymiecTByloT Takke orpaHUICHHBIC
JI0Ka3aTeIbCTBa KITMHUUECKOM TOJTh3bI PYKCO-
JIMTUHMOA Y TTALMEHTOB C MTPOMEXKYTOUHbIM- |
DPHUCKOM, KOTOpbIE MMEIOT CUMITTOMBI 3a00J1e-
BaHUS. DTU CBUAETENIbCTBA MOJYyYEeHbI U3 He-
PaHIOMU3NPOBAHHBIX nccaenoBaHuit
(P. Giraldo, E Palandri, G. Palumbo et al.,
2015; A.J. Mead, D. Milojkovic, S. Knapper et
al., 2015). Her maHHBIX 00 MCHOJIB30BAHUU
pykconuTuHUOa narueHTamMu ¢ M® u Hus-
kuM puckoMm 1o IPSS. Tem He MeHee BO3MOX-
HOCTb €T0 MPUMEHEHMSI, 0COOEHHO MallieHTa-
MU C HaJIMIMeM HeOIaronpusATHBIX (DaKTOpOB
MPOrHO3a (HampuMep, MYTalUii BBICOKOTO
pucka), ToKHa OBbITh paccMOTpeHa B Oyay-
IIUX KIMHUYECKUX UCCeoBaHusIX. B To Bpe-
M$I, KaK MOJIEKYJISIPHOE TEeCTMpPOBaHUE ISt
JAK2-, CALR- u MPL-MyTanuii MOXeT ObITh
TTOJIE3HBIM IS TUATHOCTUKK, OHO HE BITUSIET
Ha TIPUHSTHE PElIeHUs O Ha3HAaYeHUU Tepa-
MUY PYKCOJTUTUHUOOM, TIOCKOJIBKY €ro 3d-
(bekTUBHOCTH HE 3aBMCUT OT MYTALMOHHOTO
craryca JAK2. B xaxaoM u3 uccieqoBaHMIA
COMFORT ckopoctb TpaHchopMaIuyl Mue-
Jonudpo3a B OCTPYI0 MHUEIOWAHYIO JieiKe-
muto (OMJI) He n3MeHsIIach 1Mo, BO3neiCTBY -
€M PYKCONUTUMHUOA. PykconmuTuHu® umeer
OTPaHUYEHHYIO AKTMBHOCTb Y MalUeHTOB
¢ OMJI, Bo3HuKILEH Ha (hOHE MUETOIPOIIU-
(bepaTuBHBIX 3200/1€BaHNIA, HO €TO HE CIIeIyeT
paccMaTpuBaTh Kak ajeKBaTHYI0O MOHOTEpa-
1o AJ1s1 JaHHOTO 3ab6oeBaHus (A. Eghtedar,
S. Verstovsek, Z. Estrov et al., 2012). B atom
cilyyae TiepBoOYepeHOe BHUMAaHUE CleayeT
VAENSATh Tepanmuu ¢ TPSIMBIM  BIUSHUEM
Ha OMJL.

Hayano mepanuu pykconumuxuBom

B cootBeTcTBUM C pe3yjbraTaMu NCCICa0-
Banuit COMFORT-I u COMFORT-II, pe-
KOMEHIYETCS KOpPPEKILMS HayalbHOM M03bl
PYKCOJTUTUHUOA, OCHOBaHHAs Ha MCXOIHOM

Tabnmua 2. PeKomeH[OBUHHbBIE CTAPTOBbIE
£103bl PYKCONUTMHUGO

YpogeHb Tpom60oLUTOR CraprtoBas no3a, mr

0150 80 100 x 10°/n 5 neaxal B AeHb

Or 100 go 200 x 10°/n 15 meaxasi B aeHs*

>200 x 10°/n 20 peaxal B AeHb* *

Mexopmsiii yposers TpomGouuros <150 X 10°/n c sbicokoii Bepo-
STHOCTbIO MPEANONAraeT peayKuMio 403l Ao 10 Mr ABAXAbI B CYTKM
MM MeHee.

** PaccMaTpHBaETCs BOIMOXHOCTb G0JIEe HU3KOA HOHANbHOM AO3bI
pykconutuuba npu yposHe remornobuna <10 r/pn.

IIponomkenne Ha cTp. 4.
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IIponomxenue. Hauano na crp. 3.

yYpOBHE TPOMOOLIMTOB y TaleHTa (tadiu. 2).
XOTSl Y HEKOTOPBIX MalMeHTOB 3DdeKT Ha-
CTyMaeT MpH 103aX OT 5 MT ABAXIbI B NEHb,
4yacToTa OTBETa B LIEJIOM BbILIE Y TAIIUEHTOB,
HauMHABIIIKX C JO3bI IO KpaliHeit mepe 10 Mmr
NIBaXabl B NeHb. 103y MOXHO TUTPOBaTh
B COOTBETCTBUM € 3(D(PEKTUBHOCTHIO U TIepe-
HOCHUMOCTBIO BILIOTh IO MAaKCUMyMa — 25 MT
JBAXIbl B CYyTKU. B OMOPHBIX KCCIen0BaHU -
SIX MeluaHa J03bl PYKCOJIUTMHUOA YMEHb-
muiach ¢ 20 Mr ABaXKabl B IeHb (IJIsI ITallieH-
TOB C HayaJbHBIM YPOBHEM TpPOMOOIIMTOB
>200 x 10°/1) no 15 Mr gBaxasl B JEHb
MPONOKUTENLHOCTBIO 10 90 Henesb, B TO Bpe-
M1 KaK ISl TeX, KTO HAYMHaI ¢ 15 MT ABaK bl
B JIeHb, 1032 CHU3WIach A0 10 Mr ABaXKIabl
B IeHb IPUMEPHO K 24-i1 Hepede (S. Verstovsek,
R.A. Mesa, J. Gotlib et al., 2015).

AJIBTepHATUBHOM CTpaTerneit IBseTCsT Ha-
Yajio Tepamnuu ¢ 6osiee HU3KUX 103 PYKCOIU-
TUHUOA, pa3ne/eHHbIX Ha IBa MpUeMa, U 1o-
ciefylollee TMOCTeNEHHOe TUTPOBaHUE 03
B COOTBETCTBUM C MEPEHOCHMOCTBIO U OTBE-
TOM Ha JIedeHHe. DTa CTpaTerust MOXeT YIyd-
IIUTh TIEPEHOCUMOCTh U CHU3UTh PUCK I10-
00YHBIX 3(h(EeKTOB, OMHAKO OHA HE U3ydeHa
CUCTEMATUYECKU B KIMHUYECKUX MCIIbITAHU-
ax. [Ipu 1060M nomxone ciaemyeT OMHUTD,
YTO Tepanusl pyKCOJUTUHUOOM JOJKHA OBITH
10 BO3MOXXHOCTH HETIPEPLIBHON M3-3a pUcCKa
pPa3BUTUSI CHHIPOMA OTMEHHI U OBICTPOTO
BO3BpaTa CUMIITOMOB TP TIpeKpalleHNH Jie-
yeHus. [1o 2Toii Xe NMpuYKMHe NpU He3HAUU-
TEJbHBIX MPOSIBACHUSIX TOKCUYHOCTU DPEKO-
MEHJIyeTCsl YMEHbIIATh M03bl TOCTENEHHO,
He TipepbiBast JedeHusl. JIo3bl JOJKHBI OBITh
COKpallleHbI MpUMepHO Ha 50% y nmalueHTOB,
KOTOPBIM BBOJAT CHUJIbHbIE WHTHOMTOPHI
CYP3A4, Takve KaK KJIapUTPOMULIMH, aHTU-
PETPOBUPYCHBIE TpernapaThl (Harpumep, pu-
TOHABUD).

dihexmusHOCMb

DbPEeKTUBHOCTh JOJIKHA OLIEHUBATHCS
KJIMHUYECKH, a TakXke MO OLIEHKE COCTOSTHUS
nauuveHTamMu. KMcnonb3oBaHHe ONPOCHMKA
o6iero coctostHust MF-SAF MoxeT ObITh Mo-
JIE3HBIM TTOTIONTHeHWeM. HeT HeoOxomuMocT
B nipoBeneHun MPT wnm Y3U npu oueHke
OTBETa CO CTOPOHBI CeJie3eHKU. TUTpoBaHUE
JIO3bI SIBJISIETCST KITIOUEBBIM 151 3¢heKTuBHO-
r0 KOHTpOJISI MOOOYHBIX 3((PEeKTOB. YMEHb-
IIeHNE CTUIEHOMETAIMU U TSKECTU CUMITTO-
MOB HauboJjiee BBIPaKEHO Y TMAIMEHTOB TIpU
rpueMe Kak MUHUMYM 10 MT pyKconuTHHHUOA
IBaXIbl B CYTKM, XOTSI HET J10Ka3aTeJbCTB
O CBSI3U MEXIYy MHTEHCUBHOCTBIO JIEUEHUS
1 0011el BBDKMBAEMOCTBIO MALEHTOB.

Ecnu oTBeT paclieHMBaeTcsl KaK Heanek-
BaTHBIN (Ha OCHOBAaHUYW KJIMHUYECKOM OLIeH-
KU pa3Mepa Cele3eHKM WM BbIPaKEHHOCTH
CHMIITOMOB), 1032 JIOJ)KHA OBITh MTOCTETNIEHHO
yBeauueHa. PekomeHayeTcsl yBeIUMYMBATD
03y MEPBBIA pa3 Mocje Mo KpallHel mepe
4 Henesb IEPBUYHOTO JICUEHUS U B AJIbHEN -
IIeM JIeJIaTh 9TO He Yalle, YeM Kaxible 2 He-
nenu. JledeHre He T0JKHO OLIEHUBAThCS Kak
Hea(GDeKTUBHOE, eC/IM He TIPOBOAMIIOCH TH-
TPOBaHUE 1O MaKCUMAaJbHO JAOMYCTUMOM
JIO3bI — 25 MI' OBaXIbl B CYTKU. YIydllleHHE
CUMIITOMOB Ha (hOHE Teparuu pyKCOJIUTUHU-
060M JOCTUTaeTCSI OBICTPO, MHOTHE IMTALIUEHTHI
OTMEYAlOT 3HAUMTEbHOE YJIYUIlIEHUE COCTOS -
HMS B TeueHue 1-2 Hemesnb OT Hayvaja Jieue-
Hus. Ecim, HecMOTpsl Ha COOTBETCTBYIOIIEE
MOBBILIEHWE 103bl, B TEUEHUE 3-X MeECSLEB
OTCYTCTBYET OTBET Ha JIeYeHHEe B OTHOILIEHUU
CUMIITOMOB WJIM pa3MepOB CENe3eHKH, Clie-
JIyeT paCCMOTPETh aJIbTePHATUBHbIE TTOAXOIbI
K JIEUEHHUIO.

be3onacHocmb

IlouyTy y 1OIOBUHBI TALIMEHTOB B UCCIIENO-
BaHussx COMFORT no Havaina jedeHust Obuia
JIMArHOCTUPOBAHA aHEeMUsl 2-i CTeNeHM WIn
6onee (remoroouH <100 r/m). ¥ GonbiuHcTBa
MAlMEeHTOB HAOMIONANIOCh CHIKEHME YPOBHS
reMorjaoonMHa J0 HM3IIEeH TOYKW — oT 15

no 20 r/n Huxe 6a30BOro ypoBHS —C 8-if
no 12-10 Hememo JieYeHUs] ¢ TMOCTENEeHHBIM
BOCCTaHOBJIEHUEM [0 TOCTHKEHMSI HOBOTO
YCTOMYMBOTO COCTOSTHUS — TIPUOIU3UTENBLHO
10 r/1 Hxke 6Ga3oBoro ypoBHs. [Toatomy He-
00xomMMa KIMHUYECKas! OIIEHKA COCTOSTHUS
TIAIMEHTOB Ha IpeIMeT HEOOXOMUMOCTH TeMO-
TpaHcdy3uit. BaxxHo muddepeHLpoBarh aHe-
MU0, CBSI3AHHYIO C JiedeHUeM (KoTopast 00bI4u-
HO TIOSIBJISIETCSI B TIEPBbIE HECKOJIBKO MeCSIIeB
Teparuu pyKCOIMTUHUOOM), aHEMUIO, O0YCIIOB-
JICHHYIO TIPOTPECCHPOBAHMEM 3a00JIeBaHUS
(KoTOpast, KaK IpaBuio, UIMeeT Ooiee TI03MHee
Hayajo), ¥ aHEMUIO, BbI3BAHHYIO IPYIrUMU
MpUYMHAMHU (HaIpUMep, XKeTyToYHO-KHUILey-
HBbIM KpoBoTeueHueM). Kak BapuaHT JiedeHust
aHeMMM, BO3HMKIIEH BCIENCTBUE Tepariu
PYKCOJTMTHHAOOM, MOXET pPacCMaTpPHBATHCS
reMoTpaHcy3usi, a He CHIDKCHHME JO3bI TIPH
JOCTVKEHUM XOPOLLIETO KOHTPOJISI CUMITTOMOB
Muenoduroposa.

TpomOoruToneHusT ompenensaach B HC-
cnenoBaHuu I ¢as3bl B KauecTBE TOKCUUECKO-
ro 3¢ exra, orpaHMIMBAIOIIETO 103y PYKCO-
JuTuHUOa. CHUXXEHNE YPOBHS TPOMOOIIUTOB
Ha (hOHE PYKCONUTUMHUOA SIBISIETCS Xapak-
TepHbIM. TpomOouuToneHust 3-it wim 4-it
crenenu (TpoMGouuThl <50 X 10°/11) BeTpeua-
etcst ipuMepHO Y 10% GOJIbHBIX C UCXOIHbI-
My mokazateaamu 100 x 10°/1 win Goree,
KakK TPaBWJIO, B TIEpPBBIC 8 HeNenb JIeUeHUs
1 3a4acTylo obpaTtuma Npu CHWKEHUU J03bl.
BoccTaHoBneHue ypoBHSI TPOMOOIIUMTOB
soime 50 x 10°/1 HaGmiomaerca B TeyeHUe
14 nHeil.

Texymass pekoMeHIAUWs TSI TAllUEeH-
TOB C KOJIMYECTBOM TPOoMOOIIUTOB OT 50 110
100 x 10°/n1 mpeArnonaraeT HAYMHATb TEPAMUIO
DYKCOJUTUHUOOM C H03bl 5 MI ABaXIbl
B JIeHb C BO3MOXHOCTBIO MOBBIIIAIOLIETO TH-
TPOBaHMS O3Bl TIOJ TPUCTATBHBIM HAOJIO-
neHneM Bpada. CyInecTByeT OYeHb OTpaHU-
YEHHBIH OMBIT JIeYEHHSI MMALIMEHTOB C UCXO/I -
HBIM KOJUYECTBOM TPOMOOLIMTOB HMXeE
50 x 10°/1; TeM He MeHee OHO BO3MOXHO,
MTOCKOJIbKY Y HEKOTOPBIX TaKHX MAllMeHTOB
MOXET HaOII0aaThCs MapagoKCcaabHBIN pOCT
YPOBHS TPOMOOITUTOB Ha (hOHE PYKCONUTH-
Huba. B aTuX ciyyasix HayanabHas 1033 pyK-
COJIMTUHUOA T0JIKHA ObITh HU3KOI; He00X0-
IMMO TILATEJbHO B3BEIIMBATh COOTHOIIIE-
HME DUCKA U TOJb3bl, 00ECTIEUUTh MpPH-
cTalbHOE HabMI0eHUE 3a TTAllMeHTOM.

Pe3ucmenmuocmb K mepanuu

IlepBuuHasi pe3UCTEHTHOCTb K Tepanuu
PYKCOIUTUHMOOM HabIogaeTcs peako. B uc-
cienoBaHusax Oosee yeM y 80% MalMeHTOB,
MOJyYaBIIMX PYKCOJUTUHUO, 0oOBEM celie-
3€HKM YMEHBIIaNCa KaKk MUHUMYM Ha 10%,
1 3TOT YPOBEHb OTBETA CBSI3aH CO 3HAUUTEIb-
HbIM CHUKEHHMEM TSKECTU CUMITTOMOB.

MexaHu3Mbl Pa3BUTUSI BTOPUYHON pe3u-
CTEHTHOCTM HEIOCTaTOYHO XOPOILIO H3yye-
Hbl. [IpumepHo 50% MaLMeHTOB IMOIYyYAKOT
TEpanuio pyKCOITUTUHUOOM B TeUeHUe 3 JIET,
[JIaBHBIMU TIPUMYMHAMU TPEKpalleHUs Tepa-
UM SIBJISIIOTCSL Mporpeccust 3abosieBaHMs,
cMepTh U 1o0ouHble 3¢ deKkThl. JleueHue
clemyeT MpoMOJIKaTh, MOKA MAIlMEHT TOJy-
4aeT OT HEeTO TOJIb3Y, JIUO0 0 Pa3BUTHS He-
MpUeMJIEMO TOKCUYHOCTHU. 3aboseBaHUe
OOBIYHO TPOrpEecCHpyeT B TEUEHUE HEIeaun
rocJie MpeKkpaileHus Tepanuu pyKCOIUTH-
HUOOM, OOJBIIMHCTBO CHUMITOMOB OBICTPO
Bo3BpaiaeTcs. IIporpeccuio 3abojieBaHUS
He cllefyeT MyTaTb ¢ CUHAPOMOM OTMEHBI
(CMHIPOMOM CUCTEMHOTO BOCTIAJIUTEIHHOTO
OTBETa), O KOTOPOM COOOIIaJM OTAEIbHbIE
nauueHTel. HOrma CMHAPOM OTMEHBI BO3-
HUKaJ Ha (poHe MpeKpalleHus Tepanuu pyK-
COJIUTUHUOOM M3-3a COIYTCTBYIOIIUX 3a00-
JIeBaHUM, CIIOCOOCTBYIOIIMX Pa3BUTHUIO CH-
CTEMHOTO BOCTIAJINTENIBHOTO OTBeTa. B Takux
cJIydasix peKOMEHIOBaHO MOCTEINIEHHOE CHU-
JKeHUE J03bl PYKCOJUTMHUOA Ha TMPOTSIKE-
Huu 6ojee 7-10 qHel 1/WIK COMMYTCTBYIOLIEE
JiedeHre KOPTUKOCTepouIaMu (Hampumep,
20-30 Mr npeaHM30JI0HA B IEHb). &

[MPEC-PEJII3

MO3 Ykpainu 3ameepguno Hosi
HOpMamUBHi OKYMEHMU wjogo
NiKYBAHHY NEPBUHHO20 i BMOPUHHO20
Mienodiopoay

Y ciuni 2016 p. MiHictepcTtBoM oxopoHu 3a0pos’s (MO3) 6yno posrnsHyTo
yHidikoBaHMI KNiHiYHNI NPOTOKON NEePBUHHOI, BTOPUHHOI (cneyianizoBaHoi)
Ta TPEeTUHHOI (BUcoKocneLiani3oBaHoi) MeAUYHOI AONOMOrM CTOCOBHO
NepBUHHOrO, NOCTNONILUTEMIYHOrO Ta NOCTTPOMGOLMTEMIYHOTO
mieno¢i6bposy.

Ha itoro nigcraBi 6yno npuiHATO afanTOBAHY KiiHIYHY HACTAHOBY,
30CHOBOHY Ha fokasax. Po6oua rpyna 3 apanTtauii o6pana wio KniHiuHy
HOCTAHOBY K OAMH i3 KJIIOYOBUX NPOTOTUNIB HANKPALLOI MEAUYHOT NPUKTUKHU
HOAGHHS [OMOMOrM NALiEHTAM 3 NePBUHHUM | BTOPUHHUM Mienodi6posom,
L0 FPYHTYIOTbCS HA AAHUX AOKA30BOi MEeAULIMHU CTOCOBHO e(peKTUBHOCTI

" 6e3nekn megUUHUX BTPYYaHb, dapmakoTepanii Ta opraHisauiinHnx
npuHuunie ii HagaHHda. KniiyuHy HactaHoBY 6yno o6paHO Ha OCHOBI
06’eKTMBHUX KpUTEPIiB ii OLiHKK.

AN
g MCTERCT oS

H 3)0p0B%

VYHidikoBaHUI KIiHIYHUI TPOTOKOJ PO3POOJIEHO Ha MilCTaBi aAanTOBAHOI KJIi-
HIYHOI HACTaHOBHU «JliarHOCTHKA Ta JIiIKyBaHHS IEPBUHHOTO, MOCTHOJILIUTEMIYHOTO
Ta MOCTTPOMOOLIUTEMIYHOTO MienodiOpo3y», B SKili HaBeAeHO AaHi 110I0 AiarHoC-
TUKMU I JIiKyBaHHS XBopuX. [1oyloXkeHHs Ta 00IpyHTYBaHHS yHi(piKoBaHOTo KITiHiu-
HOTO MPOTOKOY, MOOYyIOBAaHOIO Ha A0Ka3aX, CIpsSMOBaHi Ha CTBOPEHHS €IMHOL
KOMILJIEKCHOT e(DeKTUBHOI CUCTEMU HaJaHHS MEAUYHO]I TOTTOMOTH TMalliEHTaM 3 Tep-
BUHHUM, ITOCTHOJIILIUTEMIYHUM i IOCTTPOMOOLIUTEMIYHUM MieodiOpo3oM, i 0xori-
J0I0Th yei ii etanmu. CBo€vyacHE MiarHOCTYBaHHS JO3BOJIMTH CYTTEBO MOJIMIIUTU
MPOTrHO3 XBOPOOU Ta 3MEHIIMTU BUTPATU HA HAAHHS MEIMYHOI TOMTOMOTH XBOPUM.

[TpoTokoJ1 po3po0sieHO Mg CiMEMHMX JIiKapiB, AUIbBHUYHUX JliKapiB-TepareBTiB,
JIiKapiB, SIKi MPAIIOIOTh Y 3aKjIaJaX OXOPOHU 3I0POB’ST BTOPUHHOI METUYHOI TOTIO-
MOTH, TI'eMaTOoJIOriB, OHKOJIOTIB. Moro Mera — BU3HAYCHHSI KOMILIEKCY 3aXO/liB
3 PaHHBOTO Ta CBOEYACHOTO BUSIBJIEHHS, MialrHOCTUKM ¥ JIiKyBaHHSI MEPBUHHOTO
Mienodibpo3y, a TaAKOX MEAUYHOI JOTIOMOTH JOPOC/IUM IalliEHTaM ITicJIs 3aKiHYeH-
HSl CIeLiaJIbHOTO JIIKyBaHHSI.

CreuianbHe MeIMKAaMEHTO3HE JIiKyBaHHS Mi€nogiOpo3y Imosirae B 3aCTOCYyBaHHi
LIMTOCTATUYHUX TIpenapariB, iMyHOMOIYJISITOPiB, ar€HTiB, 1110 CTUMYJIIOIOTh €PUTPO-
noe3 (pekoMOiHAaHTHUX epuTporioeTuHiB), JAK-iHTibiTOpa pyKCOJIiTiHIOY, KOpTH-
KOCTEPOiliB, MPUPOAHUX Ta CUHTETUYHUX aHAPOreHiB. TakoxX MpeacTaBieHi peKo-
MEH/Iallii 00 3aCTOCYBaHHS XipypriYHUX (CIIJICHEKTOMisI) i MPOMEHEBUX METOJIiB
Teparii — ONMPOMiHEHHS CEeJIe3iHKHM Ta iHIIMX BOTHUI €KCTPaMOIYJISIPHOTO reMaTo-
roe3y, MPOBeIeHHs aJJOTeHHOI TpaHCIUIaHTallii cToBOypoBuX KIiTuH (an10TCK). 3a-
3HA4YeHi METOAM JIiKyBaHHSI 3aCTOCOBYIOTHCS B Pi3HMX KOMOiHALIiSIX 3aJleXKHO Bi
CTaHy Malli€eHTa, TPyNy PU3KKY, 10 SIKO1 BiH HAJIEXKUTb, HAsIBHUX Y HbOTO CUMIITOMIB
Ta CMHIAPOMIB, (a3u Mi€eaornpoihepaTMBHOTO HEOIUIACTUYHOTO TPOLIECY, a TAKOX
MEeBHUX KJIOHAJbHUX BlacTUBOCTEH. Jlesiki oOMexkeHHsI Y BUOOpi Tepartii opiBHSIHO
13 3apyOi>KHUMU TTPOTOKOJIaMM 3yMOBJICHO TIepeJliKkoM HassBHUX IIPerapariB Ta METO-
IiB JIiKyBaHHS B YKpaiHi.

KniHiyHa HacTaHOBa € amanTOBAHOW IUISI CUCTEMHM OXOPOHU 3MOPOB’S YKpaiHU
BEPCI€I0 KIiHIYHMX peKOMeHAalliil BpuTaHCHKOTrO KOMITETY 3i CTaHAAapTU3allil B re-
MAToJIOTii 100 JOC/iMKeHHs Ta JiKyBaHHsS Mienodibposy. Ii MeTolo € HagaHHs
YITKUX BKA3iBOK MEIMYHUM CIELialicTaM LIOA0 BUSIBJICHHS i JIiKyBaHHSI ITEPBUH-
HOTO, MOCTIOJILIUTEMIYHOTO Ta ITOCTTPOMOOLIUTEMIYHOTO Mie€nodibpo3y y Aopoc-
JIMX Ta JiTei.

V HacTaHOBI pPO3IJAIaOThCS AaHi KIiHIYHUMX peKOMEHIALii 1000 JOCTiIKEHHS
i nikyBaHHS MienodiOpo3sy, BUgaHuX BpuTaHCBKMM KOMITETOM 3i cTaHmapTH3aLlil
B remaroJorii y 2012 p., B axkux pykcoditinio, JAK1/JAK2-iHri6iTop, peKoMeHIy-
€ThCS 111 BAKOPUCTAaHHS B Tepartii Mieaogiopoay. [1izHilre 0y1o0 onucaHo Mmouupe-
Hi MyTaitii B reHi Calreticulin (CALR). Y HacTaHOBi HaBeIeHO Pe3yJIbTaTH MTEPETIILY
HasIBHUX KJIiHIYHUX pEKOMEH Ialliil 3 METOI0 BpaXyBaHHS Y TTOAAJIBIIOMY LIMX BaXKJIU-
BUX JaHUX: CYYacCHi JiarHOCTUYHi KpUTepil MOBUHHI OyTH 3MiHEHi 3 BKJIIOYEHHSIM
myTtauiiiHoro crarycy reHa CALR go ocHoBHUX KputepiiB ouiHku. [lamieHTn
3 CALR-MyTalisiMy1 MOXYTh MaTH KpalllMii IPOTHO3, ajie 1ii JaHi MOKU 110 He OyJIo
BKJIIOYEHO JI0 CYYaCHUX MPOTHOCTUYHMX KA.

3Baxarouu Ha HOBIi JOoKa3u, poboya rpyna ogiliiiHO peKOMEHIYE PYKCOJIITiHIO
K TepalTiio TepIioi JiHil CUMIITOMATUIHOI CIIJIEHOMETaii Ta/a00 KOHCTUTYLIIIMTHUX
CUMINITOMIB, TIOB’SI3aHUX 3 Mi€a0(hiOpo30M, He3aleKHO Bil MyTallifHOTO CTaTycy
Nalli€eHTa, y BUNajaKax, KoJM MepeBaru BiJl KOHTPOJIO CUMIITOMIB OUIbIII 32 pU3KK
MOOIYHMX eheKTiB.

KniniyHa HacTaHOBa K JOKYMEHT, IO OKPEC/IIOE HasBHY IMpoOJeMy, a TaKOX
yHi(iKoBaHUI TPOTOKOJ, SIKUI BUBHAYAE TAKTUKY JIiKapsl B KOXKHOMY KOHKPETHOMY
BUITIaJIKy, OOYMOBJIIOIOTh i CKEPOBYIOTh BECh ITiIXia A0 JIiKYBaHHS IMALli€EHTIB 3 Mep-
BUHHUM, MOCTHOJIIIUTEMIUHUM Ta MOCTTPOMOOLIMTEMIYHUM MieaodiOpo3om. 3aB-
IISIKY 1X 3aTBEpIXKEHHIO BCi JIiKapi MaloTh iH(GopMalliliHe JKepeJio 3 BUOOpy diarHoc-
TUYHOI Ta JIiKyBaJibHOI TaKTUKU. [1eBHi BifXUJIEHHS MOXJIMBI, ajlle BOHU MalOTh OyTH
OOIpYHTOBAHI BilTIOBiTHUM YMHOM — KOHCWJIIyMOM CITELia/IiCTiB Ha 40JIi 3 KepiBHU-
KOM BiJIiJIeHHS.

Migrotysana Karepuna Cepatok
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