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) NOVARTIS

fIrTHEHHA CTi

[epopanbHa Tepanis OfNH pa3 Ha feHb

g PEBOAAA

/IbTDOMOONaT (y hopmi eNbTPOMBOMArY OlaMiHy)

PEBONIAQ™

BaX<nmBo: C/1ifj 03HaNOMUTUC i3 IHCTPYKLIEI0 ANA MEeANYHOrO 3acToCyBaHHA Nlikapcbkoro 3acoby.! Ckag: gioya peyoBuHa: enbTpombonar; 1 Tabnetka MicTutb 25 a6o 50 Mr enb’ y (y chopmi 'y onaminy). Jlii topma.
Tabnetku, BKpUTI NNiBKOBOIO 060/I0HKOI. DapMaKoTepaneBTMYHa rpyna. AHTUreMopariyHi 3acobu, cuctemHi remoctatuku. Kog ATX BO2B X05. MokasaHHA. JlikyBaHHA NaLiEHTIB i3 XPOHIYHOIO iMYHHOIO (ifionaTUYHOI) TPOMBOLMTONEHIYHOIO
nypnypolo, Aiki He NiAAAIOTECA NiKYBaHHIO IHILMMK NIKapcbkUMU 3acobami (HaNpuUKna, KopTUKOCTEPOiAaMM, iMyHOrNoByiHamy). JlikyBaHHA TPOMBOLMTONEHIT y AOPOCAMX NALiEHTIB i3 XPOHIYHUM BIpYcHMM renatutom C (BFC), AKILO CTyniHb
TPOMBOLMTONEHIT € FONOBHUM YUHHWUKOM, LLIO 3aBaXkae po3noyat abo obMexye MOXNMBICTL NPOAOBXKYBATU ONTUMaNbHY Tepanilo Ha OCHOBI iHTepdepoHy. JlikyBaHHA AOPOCANX NaLliEHTIB 3 HabyTO anNNacTUYHOIO aHeMiEl TAXKOro cryneHs (TAA),
AKi He NigAaBanucs nonepeaHin iMyHocynpecuBHin Tepanii abo BaXKko Niaaasanucs nonepesHboMy NikyBaHHIO Ta He MiAXOAATL AR TPaHCNNaHTaLii reMOnoeTUYHUX CTOBBYPOBUX KNiTUH. MpoTMnokasaHHa. linepuyTaueictb o enstpombonary a6o
6y/Ab-AKOrO IHLIOFO KOMMOHEHTA Mpenapaty. lO3yBaHHsA. PeXUM 03YBaHHA € IHANBIAYaNbHIAM | 6a3yeTbCA Ha KiNbKOCTI TPOMBOLMTIB y KOXHOTO NauieHTa. [lodaTkosa 4o3a. MovaTkoBa 403a npenapaty cknagae 25 Mr 1 pas Ha 4oby. He notpi6Ho
3MiHIOBATY 703y NaL{EHTaM CXIAHOASI/ICLKOTO NOXOAXEHHA 26O NALIIEHTaM i3 NerkM NOPyLLIEHHAM yHKLT newiHKu. MOHITOpUHT Ta KOpHrysaHHs A03u. [l03y ensTPOMGONary 36ibWYIOTS Ha 25 MI KOXHI 2 TWXH A0 AOCATHEHHA KifbKOCTI TPOMGOLTiB,
oNTUManbHOI AN novaTtky NpoTuBipycHoi Tepanii. Jli iB i3 XPOHi' (ITM). Ans pocArHeHHs Ta NIATPUMKK KinbkocTi TpombouwTis = 50000/mkn HeoBXigHO 3acTocoByBaTh
MiHiManbHy edpekTMBHY [03y enbTpomBonary. He ciif BUKOPUCTOBYBaTU enbTpoMBonar Ansl HopManizaLii KiNbKocTi TPOMBOUMTIB. Y KAIHINHIX AOCHIMKEHHSAX 36INbLIEHHS KiNbKOCTI TPOMBOLMTIB COCTepiranocs BIPOAOBXK 1-2 TUXHIB Nicns novaTky
Tepanii enbTpoMBONaroM i 3MeHLEHHs iX KifbKOCTi cnocTepiranoca BIPOAOEX 1-2 TUXHIB MICNA NPUAMHEHHS 3aCTOCyBaHHA npenaparty. Jopocai nauieHTn Ta Aty Bikom Big 6 40 17 POKiB. PekoMeH0BaHa NOYaTKOBa 403a enbTpoMEonary — 50 M
1 pa3 Ha fo06y. JlikyBaHHs NaLieHTIB CXifHOA3iNCbKOro MOXOAXKEHHA CNif PO3MOYMHATY 3i 3MeHLeHOT Ao3u — 25 mr 1 pa3 Ha foby. fliTu Bikom Big 3 Ao 6 pokiB. PekomeHaoBaHa NovaTkoBa fo3a ensTpombBonary — 25 mr 1 pa3 Ha noby. ity Bikom
Big 1 40 3 POKiB. PeKOMeH0BAHO 3aCTOCOBYBATI NIKapCbKMiA 3acib y PifKiit NepopanbHii NikapcbKir GopMi. MOHITOPUHT Ta KopuryBaHHs A03yBaHHs. TicNA NoYaTKy NiKyBaHHsA eNbTPOMEONAroM 403y NOTPIGHO KOPUTYBaTY Tak, Wo6 AOCATHYTY PIBHS
TPOMBOLMTIB = 50000/MKA Ta NIATPUMYBATY MOFO ANA IMEHLLEHHA PU3MKY BUHUKHEHHA KPoBOTEY, He i nepesuyBaTi 403y 75 Mr Ha 4o6y. MoBiuni peakwii. Mpwn nikysakHi ITM. [yxe 4acTo: Ha30(hapuHrit, iHGEKLi BEPXHIX AMXanbHIX LWARXIB.
Yacro: puHiT, NnapecTesii, cyxicTb o4ei, Kalens, 6inb y poTornoTui, pvmopew HypoTa, fliapes (ayxe Yacto -y aiten 3 ITM), BUpa3KoBuii cromaTur, 3y6Hui 6inb, 36inblueHHA piBHA anaHiHamiHOTpaHchepasn, acnapTataMmiHoTpaHcdepasu Ta 6inipy6iHy Kposi,
nopyLeHHs (yHKLii NeviHKW, BUCUNaHHs, anonewis, Mianris, cyaoMm m'asis, 6inb y ictkax, 6inb y cnuHi, ckenetHo-m’a308ui 6inb, MmeHoparil, nipekcis Donynauia pocnimxennn TAA, [lyxe 4acTo: 6e3COHHSA, rONOBHUI 6inb, 3aNaMOpOYeHHS, Kalenb,
3aauwka, 6ilb y POTOrNIOTUI, PUHOPEs, 6ib y XMBOT, Aiapes, HYAOTa, 36iNbLICHMI PiBEHb TPaHCAMIHA3W, eKXIMO3WC, apTPAnria, M'S308i CNa3mu, 6inb y KiHLiBKaX, BTOMa, (he6puibHa HEMTPONeHis, MipeKcis. YacTo: HeHTPONeHs, iHbapKT cenesiHku,
NepeHacueHICTb 3ani30M, 3HUKEHWI aneTuT, FiNOrAIKeMis, NIABULLEHIIA aneTUT, HECNOKIl, AeNpPecis, HEMPUTOMHICTb, CyXICTb Oueil, cBepBIX O4eil, KaTapaKTa, XOBTAHMLSA O4ei, HeUITKICTb 30py, NOFIPLIEHHA 30py, NNaBaloyi NOMYTHIHHSA B CKACTOMY
Tini, HOCOBa KPOBOTEYA, KPOBOTOUMBICTb ACEH, YTBOPEHHSA NYXMPLiB Ha CIM30BI 06010HUi poTa, 6l0BaHHS, AUCKOMGOPT y XUBOTI, 6iNnb y XMBOTI, 3aNop, 3ayTTa XMUBOTA, Aucdaris, 3HeGapBNEHHA BUNOPOXHEHb, HABPAK A3MKa, MOPYLUEHHA MOTOPUKM
LINYHKOBO-KMLIKOBOTO TPaKTy, METeopu3M, 36inbLueHuii piseHb 6inipy6iHy Kposi (rinepGinipyBiHemis), KOBTAHULS, NeTexis, BUCMNaHHS, CBepBIX, KPOMMB'AHKA, NYLLEHHS! LLIKIPW, MaKyb03He BIUCUNAHHA, Biflb y CHI, Mianris, Ginb y KiCTKax, XpoMarTypis,
acTeHis, nepudepuyHMiA HabpAK, 03HOB, He3ayKaHHA, NiABMLLIEHHS PiBHA KpeaTndocdoKiHa3M B KpoBi. Ynakoska. Mo 7 TabneTok y Gaictepi 3 noniamigy/aniomiHiesoi honbruw/nonisininxnopuay. Mo 4 6nicrepu (ans Tabnetok no 25 Mr) a6o no 2 Gicrepu
(ans Tabnetok no 50 Mr) B KapTOHHI kopobui. KaTeropis Bignycky. 3a peyentom. PeectpauinHe nocsigueqHs Ne UA/11300/01/01; UA/11300/01/02. Hakas MO3 Ykpainn 29.12.2015 Ne914. 3miHn BHeceHo Haka3 MO3 Ykpaiu 29.11.2017 Ne 1495.

* [TM — iMyHa TpoMBoUuTONEHiA

JNitepatypa: 1. IHCTpyKUif 3 MeAUYHOrO 3acTycOBaHHA Jlikapcbkoro 3acoby Pesonag. IHdopmais npeacraeneHa B CKOPOYEHOMY BUMMAAI, MOBHWIA OBCAr MICTUTBCA B IHCTPYKUii ANA MEAUYHOTO 3acTocyBaHHA nikapcbkoro 3acoby Pesanap,.
2. Trotter P1,2, Hill QA3. Immune thrombocytopenia: improving quality of life and patient outcomes. Patient Relat Outcome Meas. 2018 Nov 27;9:369-384. 3. Bohn JP1, Steurer M1. Current and evolving treatment strategies in adult immune thrombocytopenia.
Memo. 2018;11(3):241-246. doi: 10.1007/512254-018-0428-7 4. Wong RSM1, Saleh MN2, Khelif A3, Salama A4, Portella MSO5, Burgess P6, Bussel JB7. Safety and efficacy of long-term treatment of chronid/persistent ITP with eltrombopag: final results of the EXTEND
study. Blood. 2017 Dec 7;130(23):2527-2536. 5. http:/Awww.revolade.com/

[aHa iHopmaLlisa NpusHaveHa BUKIOYHO ANA BUKOPUCTaHHA Ta thapmal npaui . [laHa iHopmauia nignarae po3NOBCOAXKEHHIO B MiCLAX MeANYHIX 41 (hapMaLIeBTUHHIX BUCTABOK, CeMiHapiB, KOH(epeHL Ta iHLWKX 3aX0gis Yn
npAMOi nepefayi MeanYHUM Ta chapMaLieBTUHHUM NpaLiBHUKam. PO3NoBClofKeHHA iHthopmaLlii Byab-AKUM IHLIMM YUHOM, KU BiAKPUBAE [OCTYN [0 Hei HeBU3Ha4YeHOro kona ocib, 3a6opoHeHo. Matepian NiaroToBNeHo y BiAMOBIAHOCTI JO BUMOT NIOKaNbHOTO
3aKOHOAABCTBA, @ TaKOX BHYTPILLHBOI NOAITVKY Ta NPOLeAyp rpyn KoMnaHii Hosapric.
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C.B. KnumeHko, a. men. H., npodeccop kadenpbl BHyTpeHHer meamumtbl N2 1 HaunonanbHioro meauumtckoro ynusepeutera um. A.A. boromonsua

30BeayoWwmMiki oTAeNnoM MeauuMHckon reHeTnku [Y «HaumMoHanbHbIM HayuHbIM ueHTp paguaumorHon meanunnsl HAMH YkpauHei», r. Kues

PyKCoONUMUALD
B mepanuu muenofubpo3a

Paseurtne muenodpubposa (M®P) conpoeoxxaaercs cnneHoMeranuei,
LUTONEHUEN, CHUKEHUEeM BbDKMBAEMOCTH NALMEHTOB U KAYECTBA UX XKU3HU.
OH moXXeT 6biTb NepBuYHbIM 3a6onesaHnem (MM®P), nn6o Bo3HMKaeT nocne
aCceHLManbHOM TPOMBOLMTEMUMN MU UCTUHHOW NonuuuTemun. XoTd naroreHes
M® oxkoHuaTenbHO HEU3BECTEH, CYUTAETCS, YTO B €ro PA3BUTUMU 3A4EHCTBOBCUHbI
MYTALMU B FEHAX, PEryNUpPYIOLMX CUTHAJIbHbIE MYTHU LUTOKUHOB, d TAKXKE
anureHeTuyeckue cobbitus. Y 6onbumnHctea nayueHtoe ¢ M® sbisensior
MYTALMM NO KpaiHel mepe OAHOro reHd, NpUBoAsLLuE K USMEHEeHUIO
HOpPMANbHOW akTUBaALMu curHanbHoro nyTu JAK-STAT. Yawe Bcero peub

uaet o mytauumu JAK2V617F, Ho nseectHbl Taioke mytauumn CALR u MPL

(P. Ho et al., 2015).

Ans KoppeKLUun CMMNTOMOB 3a601E€BAHMUS U CNNIEHOMEranumn NpUMeHseTcs
pykconutnHn6 — JAK-uHrnéurop, s¢ppekTMBHOCTD KOTOPOrO HE 3ABUCUT

OT HaNU4Ms MyTauuii. JTOT Npenapar 61 BepBbie YTBEPXKAEH AN
npumeHeHus B Tepanun M® B 2011 r. u cerogHa BXOAUT B CTAHAAPTLI TEpaAnumn

6onee uem 80 ctpaH mupa.

KnuHuyeckas 3¢G@eKTUBHOCTh PYKCOJIUTUHUOA
B Tepanuu M@ Obla olleHEHA B HECKOJbKUX KIMHUUECKUX
nccaepoBanusgx (taou. 1). B uccnenoBanusax I u 11 daswr
OTIpeNeNITNCh MaKCUMaIbHas JOMyCcTUMasl 103a Mperapara
U COOTBETCTBYIOIIME cXeMbl go3upoBanus (B. Dupriez, P.
Morel, J. Demory et al., 1996). Cpennuii mepmuoms oT Mo-
MEHTA MTOCTAHOBKY IMarHo3a y MalieHTOB COCTaBWII 6 JIeT,
82% o6b1mn JAK2V617F-1010XnuTe TbHBIMU 1 GOJTBITUHCTBO
MalMeHTOB paHee MoJyyaau JiedeHUe APYTUMU
npenapatamu (86%). MakcuMaibHasl MepeHOCUMAs
033 PYKCOJMTHHMOA COCTaBMIA 25 MT IBaXIbl B CYTKM
win 100 Mr onuH pa3 B AeHb. JL030IMMUTUPYIOIINM
TOKCHUYECKUM 3(]PdeKToM OblJIa TPOMOOLMTOIEHHUS,
KoTopas HocHJa oOpaTuMbIii xapakTep. brbiia
pacrnpocTpaHeHa TakKe 10303aBUCUMast MUETOCYITPECCHsl.
ABTOPBI COOOILININ O COKPALIIEHUH B pa3Mepax Cele3eHKU
1 yMEHBIIIEHUH BBIPAKEHHOCTH CBSI3aHHBIX ¢ 3a001eBaHUEM
CHUMIITOMOB (yCTaJXOCTh, HOYHASA TMOTJIMBOCTb W 3YI)
y OOJIbIIMHCTBA NallMEHTOB. BaXHO OTMETUTH,
YTO BO3[EMCTBHUE Ha OOILIYI0 BHIXKMBAEMOCTb OTJIMYAIOCH
B 3aBUCUMOCTH OT LIEHTPA, B KOTOPOM OCYIIECTBIISIOCH
JieyeHne, KoJaeOasICh OT OTCYTCTBMS KaKOW-TM00 pa3HUIIbI
B 00IIelf BEDKMBAEMOCTH IO CPAaBHEHUIO ¢ KOHTPOJIEM
(otrnHomenue puckoB (HR) nHe coobmaercs, p=0,43;
A. Tefferi, M.R. Litzow, A. Pardanani, 2011) no ynyuiieHust
obmeit BekuBaeMoct B mpyrom merTpe (HR 0,58, 95%
noBeputeabHbIi nHTepBan (AM) ot 0,39 no 0,85, p=0,005)
(S. Verstovsek, H.M. Kantarjian, Z. Estrov et al., 2012).

C.B. Knumenko

Tak:ke ObLIO MOKa3aHO, YTO COKpallleHUe NajlbNaToOpHON
IJIWHBI Ccelie3eHKW HUXe pebepHoit myru Ha 50%
MPUMEPHO SKBHMBAJIECHTHO COKpallleHnIo Ha 35% oObeMa
3TOT0 OpraHa, COrJacHO U3MEPEHUSIM TPU MPOBEACHUU
MarHuTHO-pe3oHaHcHoil ToMorpadun (MPT). Ouenka
no MPT Obl1a npuHsTa B KauecTBe MePBUUHON KOHEUHOM
TOYKHM B MOCAEAYIOIIMX UCCIEI0OBAHUSX, MOCBSIIIEHHbIX
npuMmeHeHu1o nHruoutTopos JAK B Tepanuu MO.

B nccnepoBanum 111 ¢pazer COMFORT-I npunsan
yuactue 309 mauueHToB ¢ [IM® unu BropuyHsiM MO
(rocie acceHIMaNbHOM TPOMOOLUTEMUN MU UCTUHHOMN
MOJIMIIUTEMUM ), C TIPOMEXKYTOUYHBIM-2 VI BBICOKUM
puckom 3abojieBaHUs COTJIACHO MEXAYHapoOJHOU
nporHoctuueckoit mkanae IPSS, yBenuueHuem
pa3MepoB MajabIUPyeMOil ceJe3eHKH 0oJiee YeM Ha 5 ¢M
HUXE peOdepHON AYyru, KOJIMYeCTBOM TPOMOOILIMTOB
>100 x 10%/n. IManueHTH MONy4anu PyKCOIUTHHUO
(15 Mr mBaXapl B OeHb, €CIM MCXOOHBIM YPOBEHD
TpoM6oIUTOB cocTaBast oT 100 mo 200 x 10%/a, uau
20 Mr ABaXIbl B I€Hb, €CAU KOJUUECTBO TPOMOOILIMTOB
npesbimano 200 x 10° /1) unm mane6o. Y 6oblieit
YaCcTU MALMEHTOB, MOJy4YaBIIuX pyKcoautuHub (41,9%
npotuB 0,7% mnauueHTOB, MPUHUMABIIUX IIaLe0o,
p<0,001), oTMeuanoch yMeHbllIeHUE 00bEMa Cee3EHKHU
Ha >35% W TpakTUYecKW y Bcex O00NbHBIX (97%)
HabJl0Ja710Ch YMEHbIIIEHUEe 00beMa cele3eHKH B KaKoi-
TO MOMEHT uccienoBaHus. Coo01anoch 0 3HaUUTETbHOM
YAYYIIEHUW CUMIITOMOB 1O MOAUMUIIMPOBAHHOM IIKaJe
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Tabuua 1. IpdpekTuBHOCT pyKcOnuTMHNGA B Tepanuu M®:
pe3ynbTaTbl KNMHUYECKUX UCCTIEA0BAHUIA

Bbicokmit puck
58,1% - pykconutmHub
64,3% - nnauebo

Wccnenosa- XapakTepucTUKy NALMEHTOB Jleuenne MepeuuHas konednas WUcxop 06105 BLDKMBAEMOCTb
Hue TOUKQ
n=153 MNA 25 mr geaxasl
_ 53% - NMM® PykconumHm6 25 mr MakcumansHo B cykn un 100 mr
= 15% - BM® nocr-MI Zq ol B neHb NepeHOCHMas A03a B A€Hb
2 32% - BM® nocr-3T ABQXRL! B A (cxops u3 Tpombouuto- | Orser: 44% mmenn 2-nethas — 84%
o o . 50 mr aeaxabl B aeHb o
=3 28% - cpenHuit-2 puck nexun). floauposatme. >50% cHuxeHue
o . unn 25-200 mr B cyTku .
65% — BbICOKMM prCK Orser NanbNATOPHOM MIUHbI
7% — puck He onpepeneH ceneseHku
n=309
PedpakrepHocTb unu HenepeHocHMocTb
o BOCTYNHOM TEpanyu HR 0,50 (95% M
_ g g 50% NM® Pykconutuumnb 15 mr Yo naumenTo 0,25-0,98, p=0,04) nocne
e g §= 31% - BM® nocr-MN ABOXAbI B CYTKM UM c >3"5°/" Lr:\eH:L:HMeM Pykconutnu6: 32 Hegenb;
(ol-3 g—E 18% - BM® nocr-3T 20 Mr gBAXAbI B CyTKM 06_beM; ZeneseHKM 41,9% HR 0,36 (95% M
= 288 | Cpepnit-2 puck B 30BMCUMOCTH OT Mnauebo: 0,7% 0,204-1,035), ucnonbays
oOz¢g o K 24 Hepene no AAHHBIM .
O3Sk 41,3% - pykconutuumb YPOBHS TpOMBOLMTOB MPT ot KT p<0,0001 CTATMCTHUYECKMH NOAXOR,
':c_: S 35,1% - nnauebo wnv nnauebo YHUTBIBOIOLLMH CMELLEHHE

(RPSFT) nocne 34 mec

KOHTPONMpYeMoe
®aszalll

COMFORT-II
PanpommuanposanHoe

n=219

53% - NM®

31% - BM® nocr-UN
16% - BM® noct-3T
CpepHuit-2 puck
40% - pykconuTMHub
40% - HOT

Bbicokmit puck

60% — pykconuTMHnb
59% - HOT

Pykconumum6 15 mr
BBAXAbI B CYTKM MU
20 Mr gBAXAbI B CYTKM B
30BUCHMOCTH OT YPOBHS
TpomboumTos unn HAT

Yucno naumenTos ¢
>35% yMeHbLuEHMEM
obbeMa cenesenku k 48
Hepene no AaHHBIM MPT
wnm KT

Pykconmutunmb: 28%
HAT: 0%
p<0,0001

HR 0,48 (95% AW
0,28-0,85, p=0,009)

ROBUST
OTKpbITOE

n=48

MTM®, BM® nocr-M unm noct-3T
29% — cpearuit-1 puck

27% ~ cpeaHui 2 puck

44% — BbicOKui prcK

Pykconutuumb 15 mr
BBOXAbI B CYTKM MM
20 Mr gBAXALI B CyTKM
B 30BMCMMOCTM OT
YPOBHS TPOMBOLNTOB;
TUTPOBAHME AO3bI 4O
25 Mr pBAXAbI B CyTKM

YenewHoe nevenne
onpepensetcs kak 250%
YMEHbLUEHHE ATHHbI
ceneseHkn unu 250%
CHMXEHME BbIPAXEHHOCTH
cumntomos no MF-SAF k
48 nepene

50% (95% AN 35,2-
64,8%) pocturiyta
NEpPBUYHAS KOHEYHAS
TOYKa

06101 BLIXMBAEMOCTb B
TeyeHue 48 vepens — 89%
(95% M 75-95%)

BM® nocr-3T - sropuubiii Muenodubpos nocne scceHupansHor pomboumremmy, HOT — Hauny4was gocryntas Tep
MarHuTHO-pe3oHaHcHas Tomorpagus, KT — koMnbiotepHas ToMorpagms.

[TM® - nepsuurbifi Muenopubpos, BM® nocr-MIT - sropuybiif MMenodubpos nocne HCTMHHOM MOAULMTEMMH,

M - posepu

4 rrepsan, MM - MakcumansHo nepeHocumas gosa, MPT -

oueHku MF-SAF B TeueHue 24 Henenb Ha (hoHe Tepanuu
IO CpaBHEHUIO C MallMeHTaMH, IMOJYyJaBIIUMU TTare60
(45,9 u 5,3% coorBetcTBeHHO, p<0,0001). ITocie Toro
Kak MeanaHa HaOmwogeHus gocturiaa 34 mec, HR nng
001Ie# BBIKMBAEMOCTHU ObLI 0J1aroNpUsITEH IJIs TPYIIIIbI
pykcomutuaun6a (HR 0,69, 95% AW ot 0,46 mo 1,03,
p=0,067), HECMOTpSI Ha TO YTO OOJBIIMHCTBO MALIMEHTOB
(72%) mepBOHAYATHHO OBUTA PAHIOMHU3UPOBAHBI B TPYITITY
mianedo 1 BIOCIEACTBUM OBbLIU TepeBeAeHBl B TPYIIITY
pykcoautuHuOa (S. Verstovsek, R.A. Mesa, J. Gotlib et al.,
2015). ITepexpecTHbIil qU3aiiH UCCAEAOBAHMS IIPUBOIUT
K TpeaB3sSITON OLlIeHKE, BCIEACTBUE YeTO BIUSHUE
PYKCOJMTHHMOA Ha OOIIYI0 BEDKMBAEMOCTb MOXET OBITh
npeyBenndeHo. CTaTUCTUICCKUI TOAXOM, KOTOPHIN
KOPPEKTUPYET 3T0 cMelneHue, npennonaraer HR0,36 (95%
AN 0,204 oo 1,035).

3nopee . Ykpainu 5

B uccnenopanne COMFORT-II BitoueHsb! 219 naiieHToB
¢ [IM® wnu BTOpuuHbIM M@ (mociie 3cceHIMaabHOM
TPOMOOLIUTEMUU WU UCTUHHOMN MOJUIIUTEMUU ), UMEIOITUX
3a00JIeBaHME MTPOMEXYTOUHOr0-2 WM BBICOKOTO pHUCKa
mo IPSS. IlanueHTH OBUIM pPaHAOMM3UPOBAHBI IS
MoJiyueHUs1 pykKcoauTuHuoOa (15 Mr nBa pasa B CYyTKU
npu ypoBHe TpombouuTos <20 x 10°/n, wmu 20 mr 1Ba
pasa B CyTKM Ipu ypoBHe Tpombouutos >200 x 10%/1)
Uy Hamnyuieit nocrymHoi tepanuu (HAT). boabast
YacTh MALIMEHTOB B TIPyIIe PYKCOJIUTUHMOA TOCTUTIU
COKpalleHMsT o0beMa cele3eHKU Ha >35% B TeueHue 48
HeJenb, TI0 CpaBHeHUIO ¢ TeMu, KTo mrorydan HIAT (28%
npotuB 0%). MenmaHa TMPOIOTKUTEIBHOCTH OTBETa
CO CTOPOHBI CEIe3eHKM COCTaBUJIa MPUOIU3NUTEIBHO 4 Toaa
(F. Cervantes, A. Vannucchi, J.-J. Kiladjian et al., 2013).
Kpowme Toro, KauecTBO XXM3HM Y TTAILIMEHTOB, IPUHUMABIIHX
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PYKCOIMTUHMO, yaydmmiock. Ilocie Toro kak MeanaHa
HaOmoneHUsT focTuria 35 Mec, ObLIO ITOKa3aHO YIydllIeHHe
BBIKMBAEMOCTHU B TPYIIIE, MOJTyYaBIIeil pyKCOJIUTHHUO,
mo cpaBHeHuto ¢ rpynmoit HAT (HR 0,48; 95% AU
ot 0,28 10 0,85, p=0,009). AHaM3 TOATPYIII, TPOBEACHHBII
B KaXJIOM MCCJIeIOBAaHUU, MPOAEMOHCTPUPOBAJ O3y
OT Tepany PyKCOMIUTHUHUOOM HE3aBUCUMO OT MYTAaIIMOHHOTO
craryca JAK2V617F (C. Harrison, J.-J. Kiladjian, H. Al-Ali
et al., 2012). PykconuTuHuO ynayuiiana BbIXKMBAEMOCThb
HE3aBUCHMMO OT MYTallMOHHOTO CTaTyca, a TaKXe CHMXaJ
PUCK CMEPTH Y TALIMEHTOB ¢ HATMYUEM TOTOTHUTEIbHbIX
MIPOTHOCTUYECKM HeOJaronpusaTHbIXx MyTauuii (ASXLI,
EZH2, SRSF2 u IDH1/2) ¢ HR 0,57 (95% AW: 0,30-1,08)
no cpaBHeHuto ¢ HAT (P. Guglielmelli, F. Biamonte,
G. Rotunno et al., 2014). B HacTositiiee Bpemsi TPOBOAMTCS
JIBa OTKPBITBIX UCCIEA0BAHUS: OJHO — CPeAU MallMeHTOB
¢ HU3KUM KojimuecTBoM TpombonutoB (EXPAND), apyroe —
cpeny MalMeHTOoB ¢ 3a001eBaHEM ITPOMEXKYTOYHOTO prucka-
(JUMP). OkoHuarenbHbIe pe3yabTaThl 3TUX UCCISI0BAHUIA
OXXUIAIOTCS.

Komy nokasana mepanus pykconumuxuGom

[TokaszaHus nJie Ha3HAYEHMUS PYKCOJUTUHUOA
BKJTIOYAIOT JIeYeHUE COCTOSTHUI, CBA3aHHBIX C HATMYHUEM
CIICHOMETAJIMY WJIM CUMIITOMOB MHeJI0(h1rOpo3a y 00IbHBIX
¢ [IM® unu BropuuyabiM M® (T10ciIe 3cceHIIMaTbHOM
TPOMOOIMTEMUU HUIAM HUCTUHHON TOJIULUTEMUHM).
YrnoMsiHyThIe BbIIIE MCCIeA0BAaHUS ObLIM MPOBEAEHBI
cpelu MalMeHTOB C BBICOKUM U MPOMEXKYTOYHBIM-2
puckom 1o IPSS. CyliecTByloT TakXe orpaHMYE€HHbIE
J0Ka3aTeIbCTBa KIMHUYECKOM MOJb3bI PYKCOTUTUHNOA
y TaIlMeHTOB C MPOMEXYTOUHBIM-1 PUCKOM, KOTOPEIE
UMEIOT CUMIOTOMBI 3a00JieBaHUsl. DTU CBUIETEIbCTBA
MOJIy4YeHbl M3 HepaHAOMM3UPOBAHHBIX HCCAEIOBAHUMI
(P. Giraldo, F. Palandri, G. Palumbo et al., 2015;
A.J. Mead, D. Milojkovic, S. Knapper et al., 2015). Het
JaHHBIX 00 MCTIOIb30BAaHUU PYKCONUTUHMOA TTAaIlMEHTaMK
¢ M® un am3kum puckom 1o IPSS. Tem He MmeHee
BO3MOXHOCTb €r0 TPUMEHEHUsI, OCOOEHHO MalMeHTaMU1

Ta6auua 2. PekoMeHAOBAHHbIE CTAPTOBbIE A03bl
PYKCOnMTUHMGA

YpoBeHb TpOM6OLUTOR CraptoBas ao3a, mr

Or50 8o 100 x 109/n 5 nBaxal B AeHb

Ot 100 po 200 x 109/n 15 pBaxap! B peHb*

>200 % 109/n 20 peaxapl B AeHb* *

* McxopHbint yposers Tpombouutos <150 x 109/n ¢ Bbicokol BeposTHOCTbIO Npeanonaraet
penyKumio fo3bi o 10 Mr ABaXabl B CyTKM MM MeHee.

** PaccMaTpHBAETCS BO3MOXHOCTb 60Niee HU3KOM HaYQTBHOM AO3bI PyKCOMMTUHMEA MPH ypOBHE
remornobuna <10 r/gn.

C HaluuueM HeOJarompusaTHBIX (PaKTOPOB IIPOrHO3a
(HammpuMep, MyTalldii BEICOKOTO pHCKa), MOJKHA OBITh
paccMoTpeHa B OyAyLIMX KIMHUYECKUX UCCIIeOBaHUSIX.
B To Bpewmsi, Kak MoJieKynsipHOe TecTupoBaHue st JAK2-,
CALR- u MPL-myTauuii MoxXeT OBITb IOJIE3HBIM JJIsI
IMaTHOCTUKU, OHO HE BIMSAET Ha MPUHATHE pPEIIeHUs
0 Ha3HAYECHMM TePAITUH PYKCONUTUHUOOM, ITOCKOJIBKY €T0
3P HeKTUBHOCTh HE 3aBUCUT OT MYTAIlMOHHOTO CTaTyca
JAK2. B kaxnoMm u3 ucciegoanuiit COMFORT ckopocthb
TpaHchopMaluuu Mueaohudpo3a B OCTPYIO0 MUEIOUIHYIO
neiikemuto (OMJI) He M3MeHsIIach MO BO3ACHCTBUEM
pyKcoauTuHuba. PyKCoMUTUHUO MMeeT OorpaHUYEeHHYIO
aKTMBHOCTH y nauueHToB ¢ OMJI, Bo3HUKIIIEH Ha (oHE
MHUETOTIPOTHQepaTUBHBIX 3a00JIeBaHUI, HO €T0 He CIIeIyeT
paccMaTpuBaTh KakK ajJeKBaTHYIO MOHOTEparnuio s
naHHoro 3aboneBaHus (A. Eghtedar, S. Verstovsek, Z. Estrov
et al., 2012). B aToM cityyae nepBoouepeHOC BHUMAHUE
cJIeyeT yaesATh Tepanuu ¢ IpsiMbIM BiusHueM Ha OMIJL.

Hauano mepanuu pykconumunuGom

B coorBeTcTBUM ¢ pe3yjbTaTaMu MCCeI0BaHUM
COMFORT-I u COMFORT-II, pekomeHayeTCcst KOPPEKIIusI
HayaJIbHOU N03bl PYKCOMUTUHNOA, OCHOBAaHHASI HA UCXOIHOM
ypOBHE TpoMOOLMTOB y manueHTa (Tada. 2). XoTsa
Y HEKOTOPBIX TALIMEHTOB 3(h(EKT HACTYIIAET IIPH J03aX OT 5 MI'
JBasKIBI B IEHb, YaCTOTAa OTBETA B IIEJIOM BBIIIIE Y TIAIIMEHTOB,
HauyMHAaBIIMX C 103bl MO KpaiiHeit Mepe 10 MT IBaXX/Ibl B IEHb.
103y MOKHO TUTPOBATh B COOTBETCTBUU C 3(P(HEKTUBHOCTHIO
Y TIEPEHOCUMOCTBIO BILUIOTh IO MAKCUMYMa — 25 MT IBaKIbI
B CYTKM. B OMOpHBIX MCCleoOBaHUSIX MeauMaHa MO3bI
pyKconuTuHMOa ymMeHblmiIach ¢ 20 Mr OBaxabl B I€Hb
(I TTallMeHTOB ¢ HAaYaJbHBIM YPOBHEM TPOMOOIIMTOB
>200 x 10%/1) 10 15 Mr ABaXBI B IEHb MPOIOKUTENBHOC-
Thto 10 90 Heaenb, B TO BpeMsl KakK JJIs TeX, KTO HauYuHaJ
¢ 15 Mr ABaxnbl B IeHb, 1032 CHU3WIACh 10 10 Mr ABaxKabl
B JIeHb IIpuMepHO K 24-ii Henene (S. Verstovsek, R.A. Mesa,
J. Gotlib et al., 2015).

AITbTepHATUBHOM CTpaTeTHell IBISICTCS HAYaI0 TePaITiu
¢ OoJiee HU3KUX 103 PyKCOJUTUHUOA, pa3eieHHbIX Ha JBa
npueMa, 1 mocjenyloliee NocTereHHOe TUTPOBaHKE 103
B COOTBETCTBUM C NIEPEHOCHMOCTBIO M OTBETOM Ha JICUeHUeE.
DTa cTpaTervs MOXeT YJIYYIIUTh IePeHOCUMOCTb M CHU3UTD
pucK MOOOYHBIX 3((EKTOB, OJHAKO OHA HE M3ydeHa
CUCTEMATUIECKN B KITMHIYECKUX NCTIBITAHMSIX. [1pn mobom
MO/IXO/IE CJeNyeT MOMHUTD, UTO Teparusi pyKCOJTUTUHUOOM
JOJKHA ObITh MO BO3MOXHOCTHU HEINpPEephIBHOW M3-3a
pUCKa pa3BUTHS CUHIPOMA OTMEHBI U OBICTPOTO BO3BpaTa
CUMIITOMOB TIpU MpeKpaileHun jedyeHus. [1o aroii xe
MIPUYMHE TTPU HE3HAYUTEIBHBIX TIPOSIBICHUSAX TOKCUIHOCTH
PEKOMEHAYEeTCS yMEHBIIATh MTO3Bl IOCTENEHHO,
He npepbiBasi JeueHusl. J103bl JOJKHBI ObITh COKpAILeHbI
npumepHo Ha 50% y nalreHToB, KOTOPBIM BBOAST CHJIbHBIC
naruouropsl CYP3A4, Takue Kak KJIapUTPOMMIIUH,
AHTUPETPOBUPYCHBIE IIpernapaThl (HalpUMeEpP, PUTOHABHUD).

Cneusunyck «OHkorematonoris» Ne 2 « 2019 p.
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D(PPeKTUBHOCTD JOKHA OLEHUBATHCI KIMHUYECKH,
a TakKXe IO OLIEHKE COCTOSIHUSA TallMeHTaMU.
Wcnonp3oBaHue onpocHuKa obuiero cocrostiusg MF-SAF
MOXET OBITb ITOJIE3HBIM JoIToHeHUEM. HeT HeoOXoqumMocTu
B npoBeaeHuun MPT wunu Y3U npu oleHke oTBeTa
CO CTOPOHHI cejie3eHKMU. TuTpoBaHME OO3bI SIBIISIETCS
KJII0YeBBIM [JIs1 3((EKTUBHOTO KOHTPOJISI IMTOOOYHBIX
2 dexToB. YMeHblIeHNE CIJICHOMETaJud U TSKECTHU
CUMIITOMOB HanboJiee BLIPAaXKeHO Y MallMEHTOB IIPU ITpHUeMe
Kak MUHUMYM 10 MI' pyKCOJMTUHUOA ABaXKAbl B CYTKH,
XOTsI HET J0Ka3aTeJIbCTB O CBI3U MEXIY MHTEHCUBHOCTHIO
JIeYeHMSI 1 0011ei BbKMBAEMOCTBIO ITALIMEHTOB.

Ecniu orBer pacueHuBaeTCsS KaK HealeKBaTHBIU
(Ha OCHOBaHUM KJIMHUYECKON OLIEHKM pa3Mepa Ccele3eHKU
WU BBIPAXXEHHOCTH CHUMIITOMOB), 1032 JOJKHa ObITh
IMOCTENIEHHO YBeJMYeHa. PeKoMeHayeTCs yBEeJIUYMBaTh
03y IEPBBHIM pa3 mocie Mo KpaliHeil mepe 4 Henelb
MEPBUYHOTO JIEUEHUSI M B JajJbHeWIIeM OelaTb 3TO
He Yalle, 4eM Kaxable 2 Hemenu. JledeHue He MOJDKHO
OLIEHMBAThCS KaK Hea((EeKTUBHOE, €CIIM HE TTPOBOAMIOCH
TUTPOBAHUE A0 MAKCUMAaJIbHO JOMYCTUMOM J03bI — 25 MT
IBaXxIbl B CYTKHU. YIyullleHWE CUMITOMOB Ha (oHe
Tepanuu PyKCOJIUTUHUOOM JOCTUTAeTCs OBICTPO, MHOTHE
MaLMEeHThl OTMEYAIOT 3HAUUTEIbHOE YIYULIEHUE COCTOSIHUS
B TeueHue 1-2 Henenb OT Havyana jgedeHus. Eciau, HecMoTpst
Ha COOTBETCTBYIOIIEE ITOBBLILIEHUE MO3bI, B TEUCHUE
3-X Mecs1LEeB OTCYTCTBYET OTBET Ha JieYeHUE B OTHOIICHUY
CHMIITOMOB WJIM Pa3MEPOB CEJIE3CHKH, CJeTYeT pACCMOTPETh
aJIbTepHATUBHbIE TTOAXO/bI K JICUEHUIO.

besonacHocmb

ITouTn y MOJOBMHBI MALlMEHTOB B MCCIEI0BaHMSX
COMPFORT po Havana nedyeHust Obljla TMarHOCTUPOBaHa
aHemus 2-ii creneHu uiu 6ojee (remorinooun <100 r/m).
VY GoablIMHCTBA MAllMEHTOB Ha0JI10[a10Ch CHUXEHUE
YPOBHS TE€MOIrJ00OMHA 00 HU3IIEH TOYKH — OT 15
no 20 r/a Huxe 6a30BOro YpoBHS — ¢ 8-t mo 12-10
HeJe0 JIeYeHUsI ¢ TTOCTEeNeHHbIM BOCCTaHOBJIEHUEM
0 JOCTUXEHUS] HOBOTO YCTOWUYMBOrO COCTOSIHUSI —
npubansuteabHo 10 r/a Huxe 6a3oBoro ypoBHsi. [ToaTomy
HeoO0XxonrMMa KJITMHUYeCcKas OlleHKa COCTOSTHUS TTallMeHTOB
Ha IIpeaMeT HeoO0XoaUuMOCTH reMoTpaHcdy3uii. BaxHo
nuddepeHIINPOBaTh aHEMUIO, CBSI3aHHYIO C JICUeHUEM
(koTopasi 0OBIYHO MOSBISIETCS B MEPBble HECKOJIbKO
MecslleB Tepamnuu PYKCOIUTUHUOOM), aHEMUIO,
00yCJIOBJIEHHYI0O TIpOTpeccupoBaHueM 3abojieBaHUS
(KoTopasi, Kak IpaBuUjo, MMeeT OoJiee MO3aHEE
Hayvajo), U aHEMMUIO, BbI3BAHHYIO IPYTMMU MPUUYUMHAMU
(HampuMep, KeJIyTOUYHO-KUIIEUHBIM KPOBOTCUCHHUEM ).
Kak BapuaHT jieueHusI aHEMUU, BO3HUKIIEH BCIEACTBUE
Tepanuu PyKCOIUTUHUOOM, MOXET paccMaTpuBaThCs
reMoTpaHcdy3usl, a He CHUXKEHUE T03bl TPU TOCTHUKEHUU
XOpOILIero KOHTPOJISI CUMIITOMOB Mue0o(puopo3a.
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TpomOouuTONIEHUS OIpeaessiiach B MCCAEeIOBAHUN
I ¢a3sl B kauecTBe TOKCHYecKoro 3¢deKkra, orpaHu-
YMBAIOIIEro 103y pyKcoauTuHub6a. CHUXEHUE YPOBHS
TPOMOOUMTOB Ha (oHE PYKCOIUTUHMOA SIBISETCS
xapakTepHbiM. TpoMmOouutoneHus 3-il uaum 4-i
creneHu (tpomGouutel <50 x 10%/1) BcTpeuaercs
npuMepHO Y 10% GOJbHBIX ¢ MCXOAHBIMU [TOKA3aTEIIMU
100 x 10%/1 unu Gosee, Kak MpaBUiIo, B EPBBIE 8 HEAETb
JIUeHMS] 1 3a4acTylo oOpaTuMa MPU CHUXEHUU O3BbI.
BoccTaHoBieHne ypoBHS TpoMOoLuTOB Bbile 50 x 107/1
HabofaeTcs B TeueHue 14 nHeid.

Texymiasg pekoMeHaaUus IS MallMeHTOB C KO-
4yecTBOM TpoMGouuToBs ot 50 1o 100 x 10°/1 npenmnonaraet
HaYMHaATh Tepamnuio PYKCOJIUTUHUOOM C A03bl 5 MT
JIBaXJIbl B JI€Hb C BO3MOXHOCTbIO MOBBIIIAIOIIETO
TUTPOBAHUS J03bl MOA MPUCTaJbHBIM HaOJOACHUEM
Bpavya. CyllecTByeT OYeHb OTpAaHUYEHHBIH OIBIT
JIeYeHUS TAalMEeHTOB C HMCXOOHBIM KOJUYECTBOM
TpoM6ouuToB Huxe 50 x 10%/1; TeM He MeHee OHO
BO3MOXHO, MOCKOJbKY Y HEKOTOPBIX TaKMX MallUEHTOB
MOXeT HabJoaaThCsl MapaaoKcalbHbIi POCT YPOBHS
TpOoMOOLIMTOB Ha (pOHE PYKCOIUTUHUMOA. B 3THX ciyyasix
HavajbHas 103a PYKCOMUTUHUOA TOJIKHA ObITh HU3KOM;
HEOOXOMMMO THIATEJIbHO B3BEIIMBATH COOTHOIIECHUE
pHCKa U IOJIb3bl, 00€CIIeUNTh IPUCTAIbHOE HAOII0IeHIE
3a MalMeHTOM.

Pe3ucmenmuocmb K mepanuu

MexaHU3Mbl pa3BUTUS BTOPUYHON PE3UCTEHTHOCTU
HEJOCTATOYHO XOpoino wusdydeHbl. [Ipumepno 50%
TTAIIMEHTOB ITOJYYaroT TEPAITUIO PYKCOJUTUHNOOM B TeUECHHUE
3 ;eT, INIABHBIMU TIPUYMHAMM TIPEKpaIIeHUs Teparuu
SIBJISIIOTCSI TIpOrpeccust 3a00JieBaHUs, CMEPTh U TTOOOUHbIE
a¢ddexTol. JleyeHne cienyeT NpoaoKaTh, OKa MallMeHT
MOJTy4YaeT OT HETO MOJIb3Y, TM0O0 A0 Pa3BUTUS HEMPUEMIEMOI
TOKCHUYHOCTHU. 3abojeBaHMEe OOBIYHO IpOrpeccupyeT
B TeYeHME HeIeJU IT0CNie TpeKpalleHWs Tepanuu
PYKCOMMTUHUOOM, OOJBIIMHCTBO CUMIITOMOB OBICTPO
Bo3Bpalaetcs. [Iporpeccuio 3a6ojieBaHUSI HE CAeAyeT
MmyTaTh ¢ CUHAPOMOM OTMEHbI (CUHAPOMOM CHUCTEMHOTO
BOCTAJIUTEJbHOTO OTBETa), O KOTOPOM cCOOOIIaIu
OTaeNbHbIe MalreHThl. MHOTIA CHHAPOM OTMEHBI BO3HUKAT
Ha (oHe IpeKpalleHUs] Tepalnuu PyKCOJUTUHUOOM H3-
3a COTYTCTBYIOIIMX 3a00JeBaHMIA, CITOCOOCTBYIOIINX
Pa3BUTHUIO CUCTEMHOTO BOCIAIUTE]bHOTO OTBeTa. B Takux
clydyasiX peKOMeHA0BaHO MOCTeNIEHHOE CHUXEHUE J03blI
PYKCOJNUTUHMOA Ha TIPOTsKeHUU 6osiee 7-10 gHeit u/wnmu
COITYTCTBYIOIIIEE JIeUeHNE KOPTUKOCTEPOUIAMH (Harpumep,
20-30 Mr mpeaHn3010Ha B I€HD).

Bonbwe matepuanos
3pgechb:
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WN.C. Oarunb, o. mea. H., U.B. AMUTPEHKO, k. 61on. H.,

['Y «HaumoHanbHbIM HayuHbIM ueHTp paarauuoHHom meanumnusl HAMH Ykpaunei», r. Kues

ipownoe u Gygywee B MOHUMOpUH2E
Il NEYeHUU XpoHUYEcKol Muenougxoll
NelKemu

Ans neyeHns XpoHuueckoin muenoupaHoii neiikemum (XMJ1) cerogHs
CyLL,eCTBYeT LUMPOKMIA CNEKTP JIEKAPCTBEHHbIX cpeacTs. MpasunbHoe
NpUMEHEeHUe UMEIOLLIMXCS TePaneBTUYeCKUX BO3MOXKHOCTEN BAXKHO
ANS NoNy4YeHus XOpoLUUX KIIMHMYeckux pesynbraroB. MepcnekTuBom
pPa3BUTUS AGHHOMW TEPANUMU ABNKIETCA OTMEHA JIeYEeHUS NPYU JOCTUXKEHUMN
CTOMKOW M AJIUTESIbHOW MOJIEKYIIPHOM U KJIMHUYECKOM PEMUCCUN.
OcHoBa ycnewHo Tepanum — 3¢pdeKTUBHAS UHTErPALUS KIIMHUYECKOro
u naéoparopHoro moHutopuHra 6onbHbix XMJ1. OnpegeneHue ypoBHs
MONEKYNSPHOro OTBETA BO BPEMS JiIeUeHUs Yepe3 YCTAHOBJIEHHbIE
BPEMEHHbIE MPOMEXXYTKH CITY)KUT BAXKHbIM KPUTEPUEM AJIS ONTUMAILHOTO
BefieHUs 60JIbHbIX, O CKPUHUHT myTauun agomeHa BCR-ABL1 kuHasbl —
AN NepecMoTpa CXeMbl JIeYeHUS NALUEHTOB, KOTOPbIE He JOCTUIIN
ONTUMAJSIBHOTO MOJIEKYIIPHOIO OTBETA MPU TePANUU MHIMGUTOPaMMU

TMpo3uHkuHassl (UTK).

bonee rmybokuit MmonekynsipHblii 0TBET (HUXeE 4,5 log) cBs-
3aH C YAYYIICHUEM JOJITOCPOYHOM BELKMBAEMOCTH TAIIUCHTOB
W paccMaTpHuBaeTCs KaK MyTh K TOCTIDKCHUIO KITMHUKO-MOJIe-
KYJISIPHOIT PEMUCCHUM M BO3MOXKXHOCTD TIPEKPAIIEHHS CITeIIH -
duyeckoro gedyeHus. st OlieHKU pe3yIbTaTUBHOCTH JIEUEHUST
XMJI ucronb3yloTcss aBTOMaTU3UPOBAHHBIC aHATUTUICCKIEC
CHCTEMBI, 3BOJIIOLIMS METOMOB TMponoyrkaeTcs. B mutepatype
MOCTETHMX JIET aKTUBHO OOCYKIAIOTCS aCIEeKThl YAYJIIeHUS
CYLIECTBYIOIIMX METOMOB MOoHUTOprHTa XMJI, HampaBieH-
HbIe Ha CO3MaHue MPEaNOChUIOK /I OTMEHBI Teparuu mpu
KJIMHUKO-MOJIEKYJIpHON pemuccuu y nauueHToB ¢ XMJIL.
TexHomoruu, MpuMeHsieMble TSI OLIEHKU MOJIEKYJISIPHOTO OT-
BeTa, IIOCTOSIHHO COBEPIIEHCTBYIOTCSI, TIO3BOJISIST OTIPEICIISTh
MeHblee yncio perukauuu BCR-ABL nomeHa, 4TO B CBOIO
ouepelh 1aeT BO3MOXHOCTh YCTAHOBUTH MOJICKYIISIDHBIN OTBET
Huxe 4,5 log.

IIupokoe npumenHenue UTK (umaTtnHuba, HUI0THHMOA,
Ja3aTMHUOA U IPYTUX MPENapaToB) Pe3KO U3MEHWIO UCXOL IS
nauveHToB ¢ XMJI. [Mauuentsl ¢ XMJI, nonyuatonime UTK,
MMEIOT MOYTU «HOPMAaJIbHYIO» MPOJOJIKUTEIbHOCTD KU3HHU.
B HacTosmii MOMEHT paccMaTpUBaIOTCS ABa BAXKHBIX BOITPO-
ca: KauecTBO XU3HU IMPU MpreMe CreludUIecKoro JeueHus
1 9KOHOMMYECKUE MOCIEACTBUS JeUeHUs MaleHTOB Ha TPo-
TSDKEHUU UX XKU3HU.

C yBeIMYeHUEM MPOAOJKUTEIbHOCTU KU3HU MAlLlMEHTOB
¢ XMJI s3KoHOMMYECKasI COCTABJISIONIAs TApIreTHOM Teparuu
BO3pacTaeT ¢ KaXIbIM TOIOM, CYIICCTBEHHO BIIMSISI Ha CHCTE-
My 3IpaBOOXpaHeHUs. B TO ke BpeMsl OTMEHa TepaIliy IIpu
XMUJI BemeT K pa3BUTHIO PE3UCTEHTHOCTH, YTO CYKaeT apCeHa
BO3MOXKHOCTEM TSI TIAalIMeHTa, T.€. CHIDKAET IaHCHl OOJbHO-
IO Ha KOHTPOJIb 3a00JIeBaHNUS U TTOBBIIIAET PUCK TPOTPECCUM.

N.C. Aarnnb

A L

WU.B. AmurpeHko

B naHHOM acriekTe BOZHMKAET eCTECTBEHHbIM BOMIPOC O Lieje-
CO00Pa3HOCTU OTMEHBI TEPAITUH X BO3MOXHBIX TIOCICICTBUSIX
JAHHOTO PEICHMS.

Takas cTpaTeTdsl aKTUBHO M3YyJaeTCs B HACTOSIIECEe Bpe-
Ms. bonee 900 mammeHTOB 0UITMATBLHO TTPEKPATUIIN TIPUEM
NTK ns olieHKY MOJIEKYISIpHOI 3P(OEKTUBHOCTH B YCIOBUSIX
KIMHUYECKUX MCTBITaHU. OMHaKO MHOTHE BOIIPOCHI, Kaca-
IO1IMECS] TIYOMHBI MOJIEKYJISIDHOM PEMUCCUU, IJTUTETbHOCTH
JIeYeHU s, POTHO3MPYIOLINX (haKTOPOB, a TakKe 0e30MacHOCTH,
MO-MPEKHEMY OCTAIOTCSI OTKPBITBIMMU.

OCHOBHOI1 BOMIPOC MPpU MTPOBEACHU N JaHHBIX UCCIIE0BAHUI
JIEXWUT B TUIOCKOCTHU OTpeneeHUsT KTUHUKO-MOJEKYISIPHOTO
otBeTa mpu XMJI, a Takke MOHUTOpUHTa 3POEKTUBHOCTH Jie-
YeHUS U JUTUTSIBHOCTH COXPAaHEHUSI MOJICKYJIIPHOTO OTBETA.

IToaTOMY MeTOI0JI0TMSI MOHUTOPHHTA MOJIEKYJISIPHOIO OTBETA
SIBJISIETCS BaZKHOI COCTaBJISIONMIEl MPOBEIEHNS TAHHBIX HC-
caenoBanmii. Kpome Toro, momoop KaHIMIATOB JJIST OTMEHBI
Tepanun TpedyeT TIIATEIbHOI OLEeHKH TWHAMHUKH COXPAHEHHS
MOJIEKYJISIPHOTO OTBETA Nepell BoIHECEHHEM PelIeHus 00 0OTMeHe
Tepanum.

s OLeHKU MOJIEKYJISIPHOTO OTBETa Ompenessercs ypo-
BeHb TpaHcKpunToB BCR-ABL I mocpencTBOM MOJIMMEPa3HO
LIeMHOI peakuuu B pexxume peaibHoro BpemeHu (ITL[P-PB).
Paboune TpoTOKOJIBI UCCIIEAOBAaHUI 1 UCIIOIB3yeMOe 000py-
JOBaHUE MOTYT BapbHPOBaTh B 3aBUCUMOCTH OT JTADOPaTOPUH.

B 2005 . 6bu1a BBeaeHa MexayHapoaHas wmkana (IS) mis
crangaptuzauun usmepeanii BCR-ABL I, Toy4eHHBIX B pa3-
HBIX JJAOOPaTOPUSIX, M CO3MaHUS MTPEEeMCTBEHHOCTH B OTYETaX
0 pesyapratax uccienoBanuii. Mcnonb3oBaHue mxkanbl IS
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MMO3BOJISIET CTaHIapTUu3MpoBaTh 3HaueHuss BCR-ABL1, no-
JIy4eHHBIE ¢ MPUMEHEHUEM Pa3HOOOpa3HbIX aHATUTUIECKUX
CUCTEM, UTO 3HAYUTECIBbHO IMOBLIIIACT TOYHOCTH OIIPCACICHUA
MOJIEKYJISIPHOTO OTBeTa. TakKe 00eCcreunBaeTCsl BO3MOXKHOCTh
MPOBEJCHUST MexX1abopaTOpHBIX UccaenoBanuii. [1o mkane IS
CTaHIAPTU3UPOBAHHBII 6a30BbIi ypoBeHb cooTBeTCTBYET 100%);
0oJib1I01 MOJIeKYIIpHbIi 0TBeT (MMR niu MR3, re MHAEKC
YKa3bIBacT Ha MOPSIOK YMEHBIICHHS) COOTBETCTBYET YPOBHIO
BCR-ABL1<0,1% (puc.).

B coorBerctBuu ¢ pekomengauussmu ELN ot 2013 1. o se-
yeHuto XMJI, noctkenne MMR, a Takke Ipyrux KJIro4eBbIX
ypoBHe# Haymuust TpaHckpuntoB BCR-ABL1 (10 u 1%) B Ha-
CTOSIIIIeE BPeMsT MCIIONIb3YeTCs ISl OTIPEAeIeHST ONITUMATbHOTO
OTBETa, NMPOTHO3a PE3YJILTATOB Teparvy WK HeyAauu Jieye-
Hus. [1pu onieHke 3(hheKTUBHOCTH Tepanuy 0OJIbIIIOe 3HaYe-
HUE TIPUAAETCS JOCTHXKEHMIO MOJIEKYJIIpHOTO 0TBeTa. Cambie
nociaenHue pekomeHaaiuu mo XMJI (NCCN 2015, ELN 2013)
npemiaratoT nponoskats JeueHue MU TK Ha HeomnpeneneHHoe
BpeMsl y BCceX OOIbHBIX, OTBETUBLIMX Ha Tepanuio (Tad. 1).

PesynbraTel HEe cTaHAAPTU3MPOBAHHOM 10 IS nMabopatopuu
SIBIISTIOTCSI TTOJIC3HBIMHU [UTST IOHUMAHUST TTHAMUKY MOJICKYJISIP-
HOTO OTBeTa. AanTalys TaK1uX JadopaTopuii K CCTEME CTaH-
nmaptu3anuu IS TpedyeT 1160 SKCIepMMEHTAIBHOTO pacdueTa
(M IeprOAMYECKOro KOHTPOJIST) (haKTopa IIpeodpa3oBaHUS MMy-
TeM 0OMEeHa MapTuit 00pa31ioB MeXIy pechepeHTHBIM LIEHTPOM
U JJabopaTtopueil, 3aHMMarIIeicsl MOHUTOPUHIOM COCTOSIHUS
nauveHTa ¢ XMJI (Muller et al., 2009; Balasubramanian et al.,
2012; Yoshida et al., 2012), 1160, BO3MOXHO, UCITOJb30BaHMS
OJTHOTO M3 KOMMEPYECKMX HAOOPOB, COMEePKAIIMX KOHTPOJIbHbIE
MaTepuabl, OTKAIMOPOBAHHBIE ITO MEKIYHAPOIHBIM CTaHIap-
tam (White et al., 2010, 2013, 2015).

OcHoBHbI€ 3Tarnbl MOJIEKYISPHOTO OTBETA, ONpeeisemMble y na-
HeHToB, noydaromux Tepamuio TK, 6asupyiorces Ha cpokax
€ro JI0CTIXKEHHUS U BbIPAIKEHHOCTH.

ITomrmo MMR, HeraBHO ObLIM OIpe/ie/IeHbI ABA TOMOTHUTE b=
HbIX 9Tana goctkeHuss MR: «panHuit MR» u «rimy6okuit MR».

Pannuii MR ornipeniensieT IOCTUXKEHME YPOBHS TPAHCKPUTITOB
BCR-ABL1<10% uepe3 3 mec u <1% 4depe3 6 Mec OoT Havyajga
JICUeHMUS.
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Puc. KnioueBbie ypoBHu monekynspHoro otseta (MR)
no mexayHapopaHoii wkane (IS).
LLikana IS noseonser cranpapTMamposats M3mepenue Tpaxckpuntos BCR-ABLT,
NONyYeHHbIX B PA3HBIX JABOPATOPMSIX HA PA3UYHOM 0BOPYAOBAHHUM
M C OTAMYAIOLMMMCA NpoToKonamu Uceneposanms. Mo wkane IS, MR onpegensertcs, kak
YMEHbLUEHME HO NOPSAKY OT CTAHAAPTU3UPOBAHHOTO Basosoro yposHs. B saucumocTu
ot FHX6MHBI poctvxenns MR naupenTs MoryT BbiTb pasgeneHs! Ha Tex, kTo meer MR,
MR4°, a Takxe Tex, k1o umeer MR®, npu oBecneyeuu RoCTATOUHOM YyBCTBUTENLHOCTH
MLP (cm. Ta6n. 1). MRS — cambiit ryBokuit yposers MR, KoTopbiit MOXHO M3MepHTL
¢ npumerenmem MLIP-PB: cepas 06nacTb M 3HAK BONPOCA NOKA3BIBAIOT, 4TO HMXE 3TOro
YPOBHS MMHMMANbHOS OCTATOMHAS BONE3Hb He MOXET BbiTb OBHApYXeHa
M KONAYECTBEHHO OLIEHEHA AAXE YCOBEPLIEHCTBOBAHHbIMA METOAAMM AETEKLMU M NPH
MBEANbHbIX YCOBMSIX SKCMEPUMEHTO, HO KNETKM EHKEMUM MOTYT NO-MPEXHEMY
npucyrcreosarb B opranuame. CHR — nonwbi rematonoruyeckuit otset; CCyR — nonbiit
umtoreHetuyeckmi oteet; MMR — Bonbwoit monekynspHbiid oteer; MR — monekynspHbiit
OTBET B COOTBETCTBUM C yMEHblUeHWeM Ha nopsaky (4, 4,5 umm 5)
OT CTOHAAPTM3UPOBAHHOTO 6A30BOr0 YPOBHS

YposeHb
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100% _ Temaronornyeckuit otser
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Heckonbko He3aBucuMbix ucciaegopanuit (Hanfstein,
2012; Ohm, 2012; Jain, 2013; Huges, 2014; Jabbour, 2014;
Brummendorf, 2015) corjlacoBaHHO MoKa3ajiu, YTO YPOBEHb
MOJIeKYJIsIpHOTO 0TBeTa 10% TipencKa3piBaeT CKOPOCTD U TIIy-
OMHY JIF000TO ITOCJIEAYIOIIETO OTBETa M KOPPEIUPYET C KITH-
HUYECKUMMU pe3ynbraTaMu. [lallueHTsl ¢ ypOBHSIMU TPaHC-
kpuntoB BCR-ABL1<10% 4epe3 3 mec (1 <1% uepe3 6 mec)
JIOCTOBEPHO MMeJU 00Jiee BHICOKYIO BEPOSITHOCTD JOCTHKE-
HUS TosiHOTO 1uToreHeTudeckoro orserta (CCyR) m1 MMR,
a Takke OoJiee rimyookoro MR u rmokasanay JOCTOBEPHO JTy4-
YO0 BBIXKMBAeMOCTb 0€3 MPOoTrpeccuu U OOLIYI0 BbIKMBae-
MocTh. [ToaToMy Kputepuii panHero MR sIBJISIeTCST BaXKHBIM

Ta6avua 1. ELN 2013: onpepenenue oteeta Ha Tepanuio UTK npu XMJ1
BpemeHHbie TOukM OnTUMAnbHbIN OTBET Cy6onTMmanbHbIii OTBET Heynaua repanuu Mpepocrepexerue
Bbicokuit puck
Ha MoMeHT anarHoctukm HM HM HM Know. ssonioups/ Ph
3 mec CHR+ SCyR (Ph+<65%) Her CyR (Ph+>95%) Menee vem CHR Her
6 mec PCyR (Ph+<35%) Menee uem PCyR (Ph+>35%) Her CyR (Ph+>95%) Her
12 mec CCyR (Ph+=0%) PCyR (Ph+<35%) Menee yem PCyR (Ph+>35%) Menee vem MMR
18 mec MMR Menee yem MMR (%}T::(e):/jM CoR Her
CrabunbHbii/ ynyuwatowpics Moteps MMR ) C*H 5 [oBbilueHHe ypoBHs TpAHCKpMNTA

B nio6oe Bpems M * Myrauum

yTaumn Knon. asonioups/Ph+ Knon. asoniouus/ Ph-
CHR - nonHbii remaronornyeckmit otset; CyR - umrorenetudeckusi otser; SCyR - mansiii umurorenetuseckuii otset; PCyR — yactuunbii uuroreneruyeckmi oteet; CCyR — nonHbiii uutoreHetnyeckmit orser; MMR -
6Gonbuoi monekynspHbiA otser; HIT - He nomyyeH.
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apTyMEHTOM IIPU OIICHKE OJMKANIINX U OTHAJEHHBIX PE3YJIb-
TaTOB JICYCHUS.

[Mporuoctuyeckoe 3HaueHue BCR-ABL1<10% 4epe3 3 mec
cIpaBeUTMBO AJ1s1 nalueHToB, noaydaroimmx MTK 2-ro nmokosne-
HUS BO 2-11 TMHUY Tepaluy Mocje MepeKToueHUs ¢ UMaTUHNOA
(Brandford, 2012; Kim, 2013; Boquimpani, 2014; Shah, 2014).
JaHHBII (haKT MOATBEPKACH M IUIS MAlleHTOB, ITOTyJarOIINX
B 1-11 tuauu tepanuu UTK 2-ro nokoneHus (HUIOTUHUO WU
nazatuHu0) (Marin, 2012; Jain, 2013; Huges, 2014; Jabbour,
2014; Brummendorf, 2015).

Kpome nonsarus pannero MR cyuiecTByeT omnpeaeneHue
OINTUMAJILHOTO MOJIEKYJIsipHOTrO oTBeTa. Pekomengaunu ELN
ot 2013 . onpepensiior noctmxkenne BCR-ABL1<10% uepes 3
Mec 1 <1% 3a 6 Mec KaK «ONTUMAaJIbHBII OTBET».

Lay6oxuii MR cootsetctByer MR* 1mu 6ostee (cm. puc.). Iog
IJIyOMHOI MOJIEKYJISIPHOTO OTBETa MOHUMAIOT CTeNeHb CHUXe-
HUST ypOoBHS TpaHCKpUnToB BCR-ABL 1. Pe3ynabraThl OLEHKU
HUXHero ypoBHs MR 3aBUCST OT ypOBHS A€TeKIIUN TECT-CU-
crembl 4,5 log unu 4 log.

Ily6okuit MR nocturaercst y 3HaUMTEIbHOM YaCTH TALIUEH-
TOB, TIOJTYYaBIINX MMATUHUO, 1 Y eI1ie OOJIbIIeH YacTH TallieH-
TOB, ITOJIYYaBIIMX HWIOTMHUO 1 1a3aTUHUO B 1-if TMHUY Tepa-
mu (Cortes, 2014; Hughes, 2014; Castagnetti, 2015; Gugliotta,
2015; Hjorth-Hansen, 2015; Kalmanti, 2015). MccnenoBanust
MOCJICTHUX JIET, B XO[Ie KOTOPBIX M3ydyanach 3(PhHeKTUBHOCTD
npuMeHeHust U'TK 2-ro mokoneHust B 1-il TMHUU Tepanuu
XMJI, mokasanu 1ocToBepHO 00Jiee BLICOKMIA TOTEHIIMAN B TIa-
HE CPOKOB M INIyOMHBI JOCTUXEHUST MOJEKYISIPHOTO OTBETa
y 607bHBIX XMJI.

Tpu He3aBUCHMBIX MCCIENOBAHUS TTPOAEMOHCTPUPOBAIH,
YTO JOCTUXKEHUE CaMbIX IyOOKuX ypoBHelr MR (moarBepxk-
neHHbIt MR*> u/unm HeonpenesieMblii ypoBeHb TPAHCKPUIITA
BCR-ABL ) cB3aHO CO 3HAYMTEIbHO JIyYILIMMU T0JTOCPOYHBI-
MU pesyibraTaMu ajis nanueHToB ¢ XMJI, nonyuyaBimux UTK
(Press, 2007; Etienne, 2014; Hehlmann, 2014). C gpyroii cTo-
POHBI, UCCIIEAOBAHNE C YIACTHEM OOJIBIIIOTO KOJIMYECTBA T1a-
nueHToB ¢ XMJI, monyyaBumux tepanuio uMatuHuoom u UTK
2-T0 TIOKOJICHUSI, TTOKAa3aJ10, 4To Tiryookuii MR Ha nmpoTstkeHun
18 nnu 24 mec He ABJSICS MPEANKTOPOM JOCTUKEHUSI pEMUC-
CHUM, TIPU KOTOPOIl MOKHO OBLIO Obl PEKOMEHIOBATh OTMEHY
tepanuu (Falchi, 2013). bosee Toro, nocTukeHue yCTOMIMBOTO
MR*3 He BAMSIO HA COKPALLIEHHUE B OYIYLIEM PUCKA JaTbHeli-
weii TpaHcopmarun XMJI wiu cmeptu (Falchi et al., 2013).
Wcxons u3 aToro, riryookuii MR B HacTosIiee BpeMsl He BKJIIO-
YeH B OIIpelie/IeHe ONTUMAIBHOTO OTBETa Ha JICUeHUE B peKO-
mennaumsix ELN ot 2013 .

Kpome Toro, mpeuMyIecTBa ¢ TOYKH 3pSHUS TOJITOCPOT-
HBIX pe3ybTatoB goctiskenns MRS mporus MR*S imm MR*S
npotuB MR* B HacTosiIee BpeMs He 1oKa3aHbl. B mepcrexTise
JIOJIFOCPOYHOE Ha0JII0IeHKE 3a 0OJIbIIMM KOJUYECTBOM Mall-
€HTOB C TJIYOOKUM MOJIEKYJISIPHBIM OTBETOM TO3BOJIUT MTPOJIUTH
CBET Ha 3T BOIPOCHI. TeM He MeHee B HACTOsIIIee BpeMsl TOUHasI
oleHKa nryookoro MR nipeacrapisieT HECCOMHEHHBII UHTEpeEC,
MOCKOJIbKY Ty0oKuit MR cuuTaetcst «BopoTamu» K JOCTHKE-
HUIO IJIaBHOU 1eu Oynyiero JiedeHust XMJI — cBoGoaHol
ot JeueHust pemuccuu (Mahon, Etienne, 2014).

HocTikeHrne CBOOOTHOM OT JICYSHMSI PEMICCUH CTAHOBUTCS
MIPUOPUTETHOI 3amadeit Teparmu XMJI Kak ¢ TOYKHU 3peHUS
MMalMEHTOB, TaK M TI0 MPUYMHE (papMaKOIKOHOMUIECKOI I1eIe-
coobpasHocTy. be3omacHoe 1 TToTHOe MpeKpaIieHrue Tepanuu
HUTK (c yueTroM BO3MOXKHOCTH HACTYIIJICHUSI OEPEMEHHOCTH,
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TPENOTBPAIICHNS TOTEHIIMATbHBIX TO3THUX OCTOXKHEHUI Jie-
YeHUSI) SBISIETCS BaXKHOM 3amaueil, 0cOOEHHO Mpu JIeYCHU N
MoJIobIX MaireHToB ¢ XMJI, KoTophIM XenaTeabHo obecre-
YUThb BHICOKYIO MPOJOKUTEILHOCTD M ONITUMATbHOE KaueCTBO
JKU3HU. AKTYaJIbHOCTb MpekpalieHus Tepanuu mpu XMJI Takke
BBICOKA, €CJTU pevb UJET O CUCTeMe 31paBooxpaHeHus. [Toatomy
B HACTOsIIIee BpeMst MHULIMUPOBAH PsII UCCIeIOBAHUI, KOTO-
phIe TIO3BOJIAT pa3paboTaTh KPUTEPUM OTMEHBI TEPAIUU IIPU
XMJI. HekoTophle U3 HUX YXKe UMEIOT Pe3yJIbTaThl, IpYyTrue eiie
TOJIBKO B Ipoluecce Habopa JaHHbIX (Tad1. 2).

B mocnenHue roasl MMIOTHBIE KIMHUYECKUE MUCCIEIOBa-
HUs ONpeaeanan repcnekTunsl pekpaieHus MTK-repanuu
y OOJIBHBIX C ITUTEIBHBIM IJTYOOKMM MOJIEKYISIPHBIM OTBETOM.
B skcneprMeHTaIbHbBIX UCCIeAOBaHUSIX Obla MTOKa3aHa BO3-
MOXHOCTb MpeKpalleHns] Ha3HAUeHUsI UMaTUHKMOA MalueHTaM
¢ XMJI ¢ mosHbIM MoJieKyasipHbIM oTBeTOM (CMR) Ha npoTsi-
JKEHUU He MeHee 2 JieT. UMeroTcst nTaHHble MHOTOUYMCIEHHBIX
uccrenoBanuii (Merante, 2005; Breccia, 2006; Okabe, 2007;
Russelot, 2007; Verma, 2008; Guastafierro, 2009), a Takxe Kjiu-
Huyeckoro ucciaenoanust STIM (STop IMatinib) o ciaydasix
TIpeKpaIleHNsT Tepary y allueHTOB, TOCTUTIIINX CTA0MIBHO-
ro MR (Mahon, 2010). Oxu BriocieacTBUU ObUIM JOIIOJTHEHBI
HOBBIMHM pesyabratamu (Takahashi, 2012; Ross, 2013; Thielen,
2013; Russelot, 2014). B kauecTBe (hakTOpOB, MOTEHIINATHLHO
CBSI3aHHBIX C YCTICIIIHBIM ITPeKpaIIeHueM Teparuyi UMaTUHK -
00M, paccMaTpUBAETCs CKOPOCTh TOCTHUKEHUST MOJIEKYJISIp-
Horo otsera. [1pu Gosee KOPOTKOM TMepuoae AOCTHXKEHUS
BCR-ABLI-HeratuBHOro craTyca U 3HaUYMUTEIbHON MPOIOJI-
KUTEJbHOCTU TTybokoro MR paccmarpuBaeTcst BOSMOXHOCTh
npeKpalleHus Tepanuu. B To ke Bpemsi, HEeT YeTKUX KpUTepreB
JUTSI CTPaTU(PUKALIMK TALIEHTOB C LEJIbI0 BIICICHUS TPYIIITEI
MIPETEHACHTOB TSI OTMEHBI Tepanuu. [1o 3TuM npuImHaM He-
CKOJIBKO TEKYIINX UCCIASIOBAHMIA pACCMAaTPHUBAIOT TOCTIKEHIIE
MR* (unu 1y63k€e) B KayecTBe IePBUYHOTO 0053aTeIbHOTO yC-
JIOBUSI IUTSI BKITFOUEHUS B ICCIIEIOBAHUE.

ITpomexyTouHbrit aHanu3 TepBbIX 200 MALIMEHTOB, BKITIO-
yeHHBIX B ucciaenoBanue European Stop Kinase Inhibitor
(EURO-SKI), xotopslii 0611 NipeacTasieH B 2014 1. Ha 3ace-
JaHUY AMEpUKaHCKOTo 00IIecTBa FeMaToIOTHH, ITOKa3all, YTo
SKOHOMMUS CPEACTB [JIi BOCBbMU CTPaH — yYaCTHUI] JaHHOTO
MPOEKTa COCTaBUIIa 7 MITH €BPO TOJIbKO B TIEPBBIii IO MCCIIEN0-
BaHus (Mahon et al., 2014). DdbekTuBHOCTb U 6€30MaCHOCTh
crpateruit orMeHsbl JedyeHust UTK u dakTopbl MporHo3upo-
BaHUSI [UTSI YCTICIITHOTO TIPEKpaIleHUsT Tepaliiy IPOIOIKAIOT
WCCIICIOBATHCS B PsIAe KIMHIMUECKIX UCTTHITAHMIA.

Kpowme Toro, mpomosKuTeIbHOCTh COXpaHSHHS OTBETa U IITy-
ouna MR, a Takxe apyrue (hakTopbl MOTYT OBITH UCTIONB30BA-
HbI 115 IPOrHO3a BO3MOXKHOCTEN TpephiBaHus geueHus UTK.
B uccnenoBanuu STIM peTpocneKTUBHO OLIEHUBAINA HECKOIb-
KO TIOTEHIIMAIbHBIX MPEAUKTOPOB PA3BUTHUS MOJIEKYJISIPHOTO
peunarBa. BepositHocTh coxpaHeHust ctabunbHoro CMR mo-
cJie mpeKpallleHus Tepanuy ObLla BbIllIe B IpyIIe OOJbHbBIX
C HM3KUMU MoKazateasimMu 1o uikajge Cokais o CpaBHEHUIO
C TIPOMEKYTOYHBIMU WJIM BEICOKMMU IPYTIaMu pucka. B uccne-
nosanuu TWISTER nokazaHo, 4To BBICOKMIA pUCK TIO 1lIKaJIe
Coxkalst Ha MOMEHT ITOCTAHOBKU JIMarHo3a ObUT CAMBIM CHJTb-
HBIM TIPEIUKTOPOM MOJIEKYJISIPHOTO pelMINBa IIPU OTMEHE
teparnuu (Ross, 2012).

[Ipencrasnser onpenaeaeHHBIN HHTEPEC 1 TOT (haKT, 9TO T0-
Kazaresu 1o mkanxe Cokanxsl WITIOCTPUPYIOT arpecCUBHOCTD
3200JIeBaHMSI HA MOMEHT ITOCTAHOBKM ITHMarHo3a v J0 CHUX 0P
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Tabnnua 2. KnuHuyeckme nccnepoBaHmMs No OTMEHe Tepanum y nayueHToB ¢ pemuccueit XM
Oreer,
Yucno Jleyenue nepep Tpebylowumiica pans Pemuccus 6e3 neuenns, %
Wccneposatme NULMEHTOB OTMEHOI npexkpalweHus Onpepenetue peunauea (mepnaHa Ha6noaeHus)
Tepanuu
MmatnHnb M®H, sarem umatnnub 45 Moteps MMR yam >1-log
STIM1 100 >3 net MRE 22 ner ysennuenne BCR-ABL 39 (55 ued)
45 Moteps MMR unu 21-log Mpeasapurensto — 46
STIM2 200 MMATUHMG >3 net MR4° >2 ner ysennserme BCR-ABL (95% M 38-56) (2 ropa)
ALLG CML8 40 uMaTHG >3 et MR45 32 ner Moreps MMR ynw w5 | 45 (42 wed)
noaTeepxaeHHas noteps MR
64 (23 mec)
B cootsercraum ¢ STIM, 28000 ::g::::g ii:::uunﬁ MR43 >2 ner Morens MMR Mpensapurensto - 61
EURO-SKI (nnaw 700) asaTib ! MR#>1 rog P (95% 1M1 54-68) (6 mec).
A Uccnepnosaxue npogonxaetcs
?Tygg'r;gu% r,:ﬁgimﬂus 50 HUNOTMHMG MM BA3ATMHME 29(: met?g:x:f;ﬁm;;) Moteps MMR Mccnegosarue npoponxaetcs
ENESTfreedom 175 HUNOTUHUO 1-9 NuHUA MR45 >1 rog Moteps MMR Uccnenosaxue npogonxaetcs
2-3 IMHKS HUNOTUHUG MoarsenxaeHHas norens MR
ENESTop 117 (>3 net B uenom; MR45 >1 rop oA eg AEHHa ;\:APR Mceneposarme npogonxaetcs
>2 net HUNOTHHHUG) WM Miobas noTeps
4,5 4,5 4
ENESTpath 1058 :A:‘z;”:r:i‘szz ner} MR 2;2"?1’::5 MR Eﬁ:;fg:::;::;ﬁ"x{m: il Uccnegosanue npoponxaetcs
DASFREE (CA180-406) 74 Aa3aTUHMG >2 neT MR43 >1 rog Moteps MMR Mccnenosanme npogonxaetcs

VMMEIOT 3HAUYCHNE IS TIPOTHO3a MCXOI0B 3a00j1eBaHMs Ha (DOHE
MIPOBOAMMOTO JIeUeHUSL. JIpyTMMK M3BECTHRIMYI MOIUMDUILINPYIO-
IIMH (haKTOPaMU SIBJISIETCS BO3pAcCT MaIlieHTa M HU3KH TToKa-
3aresb pucka no mkaine Cokans (Ross, 2012; Takahashi, 2012).

BrisiBeHMe 1pyrux MporHOCTUYECKUX (PakTopoB TpedyeT
ITyOOKOTO CTaTUCTUIECKOTO aHaIM3a OOJIbIIIEr0 KOHTUHTEHTA
O0OJIbHBIX, YTO SIBJISICTCS JaJbHEUIISH 1IeJIbI0 UCCIe0BaHNI
EURO-SKI u STIM2.

HccnenoBanue STIM?2 craproBano Bo ®@panuuu B 2011 .
1 B HacToslee BpeMs nmpoaoskaeTcs. B aTo uccinenoBanue
ObLTM BKJIIOYEHBI MaiueHTsl ¢ XMJI, monyuaroliue Tepanuo
TOJIbKO MMaTUHUOOM B KauyecTBE €JIMHCTBEHHOTO areHTa,
C TeMM Xe KpUTepusiMU BKiItoueHus, kak B STIM1, T.e. moa-
nepxanne CMR Ha npoTsokeHUM mo KpaiiHeir mepe 2 JIeT
Tepanuu. Kputepn MOJIEKYISIpHOTO pelIMINBa TaKXKe ObLIN
uneHTUIHbIe. [IpenBapuTebHBIC pe3yabTaThl TT0KA3aIH, ITO
KYMYJISITUBHAST 4aCTOTa MOJICKYJIIPHOTO PELIMINBA B TPYIIIIC
u3 127 nauueHTtoB coctaBuia 46% (95% 1M 38-56) B TeueHue
24 mec Habmonenust (Mahon, 2013).

[Mockonbky uaeHTUGUKAIIMS TAMeHTOB, KOTOPbIE MOT-
JI1 OBl MOJTYYUTh HAaOOJBIIYIO BBITOLY OT MPEKpaIleHUs Tepa-
nuu UTK, ocTaercs kitoueBoit 3amaueii, BaXKHO ONpPeAeUTh
ONTUMATbHYIO TTPOJOKUTEbHOCTh MOJIEKYJIIPHOTO OTBETA,
MO3BOJISIONIYIO MPEKPATUTD JieueHue. JITaHHbIN apTyMEHT UMe-
eT pelaroliee 3HaYeHNe [UISI MHUIIMUPOBAHMUST HOBBIX MCCIIe-
JMOBaHUIA. DTOT XKe acIIeKT SIBJISCTCS OMHUM M3 HaIlpaBICHUIA
opranmnzoBanHoro ELN uccnenoBanus EURO-SKI, B koTo-
POM YJacTBYIOT OoJiee necsaTu cTpaH. KpuTepnu BKIIFOUCHMS
B MCCJICIOBaHNWE HE TaKWe CTPOTHE, KaK B MCCIECIOBAHUSIX
STIM: npmurenwHoCcTh Tepanuu U TK go BKitoueHust >3 et
n orcyrcrBue pesynsratos [1L[P BCR-ABL >0,01% B Teuenue

ITOCJICIHETO TOJa, TO €CTh YCTOMYMBBIN IITYOOKUI MOJIEKYIISIp-
HbIi oTBeT MR? 10JKEeH OBITH noarBepxaeH. Hynesast runoresa
JAHHOTO MCCIIEIOBAHMS 3aKTF0UACTCS B TOM, UTO O€3peIIUINB-
Hasl BBDKMBAaeMOCTb B TeueHue 6 Mec Oynet <40%.

IIpensaputenbHbie pe3ynbraThl nccneqoBanusg EURO-SKI
obimn ripencraBiaeHbl EHA B 2014 . Cpenu nepBbix 200 manm-
eHTOB U3 8 cTpaH y 123 He ObLIO MOJIEKYJISIPHOTO peluanBa
Ha NIPOTSKEHUU MTEPBBIX 6 Mec HaboaeHus. Takum o6pasoM,
Oe3peLaBHAas BBLKMBAEMOCTh K 6 MeC MpeKpalleHNUsT JIEYeHHSI
cocraBuia 61,5% (95% AU [54,4%; 68,3%]), uTo moKa3bIBaeT
HECOCTOSITeIbHOCTh HyseBoii runotesbl (p<0,0001) (Saussele,
2014).

Takum 00pa3oM, paHHUIi MOJIEKY/ISIPHBIA OTBET, LIyOMHA MO-
JEKYJISIPHOTO OTBETA, a TAKJKE COXPaHeHHe ITy0OKOro MOJIeKy-
JIIPHOTO OTBETA B IMHAMUKE (10 KpaiiHeii Mepe HA MPOTSKEHUH
>2 J1eT) ABJIAIOTCSA BAXKHBIMA KPHTEPHSIMH B Pa3padoTKe Oymy-
meii ctparerun otmenbl Jevenuss UTK y nanuentos ¢ XMJIL.
B 10 Ke Bpems cTparerusi ormenbl stedyenns ITK Tpedyer co3-
JaHus cepTu(UIPoOBaAHHOTO JIAOOPATOPHOTO KOHTPOISI MOJIe-
KyaspHoro otseta npu Tepamuu XMJL. IToaromy B HacTosimee
BpeMs 0CO0YI0 BaXKHOCTh NPHOOPETAET paHHEe HA3HAYEHHE
UTK namuenram ¢ XMJI, adeKkTUBHBINA KOHTPOJIb M MOHH-
TOPUHT Pe3Y/ILTATOB JieYeHHUs1, YTOObI Y MAIUEHTOB ObLI IAHC
Ha OTMeHY criel(puYecKoii Tepanuu B Oy/IyimeM.

Bonble matepuanos
3pech:
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Om Xponuyeckol uMMUHHOI
mpomoouumonexuu
K MAXenou annacmuyeckod anemuu:
nocneguue npeqcmasnexus o0 3sonwuuu
anmpomoonaza

Tpom6onostuH (TNO) sengeTtca Hanb6onee cCUNbHbLIM CTUMYISITOPOM TPOM60Mno33a. Tepanus sk3oreHHbim TIO umeer
OrpaHUYeHMs B CBSA3U C 06PA3OBAHUEM QHTUTES, NEPEKPECTHO pearupyiomx ¢ sHaoreHHbim TMO. Antpom6onar -
3TO AKTUBHAS NPY NEPOPANbLHOM BBEleHMM He6onbLUas HenenTUAHAs MoJeKyJsid, KOoTopas B3auUMopeicTByeT

¢ TpaHcMeM6paHHoii yactbio MPL peuentopa TMO. Mpu Taxxenoit annacruueckoit aHemum (TAA), pedpakrepHoii

K MIMMYHOCYNPECCMN GHTUTUMOLMTAPHBIM rno6ynuHom (ATF) u umknocnopuHom, MOHOTepanus anTpoméonarom
npusoauna k obuemy orsery B 40-70% cnyuaes. B pamkax TeKyLmMX MCCNeA0BAHUI U3yUaeTcsl UCNONb30BaHME

anTpom6onara B nepBoi nuHumn B couetanum ¢ ATl npu TAA.

[TepBoHauanbHO Uccaen0BaHUS 3ATpoMOONara ObLIu
COCpPeOTOUYEHBl HA UMMYHHOU TPOMOOLIMTONEHUH, KO-
TOpasi CBsI3aHa KakK C MOBBIIIEHHBIM pa3pyllieHneM, Tak
U C YMEHbIIIEHWEM TIPOU3BOICTBA TPOMOOLIUTOB (Tab1.). bbiio
BBISIBJIEHO, YTO ATpoMoOoIIar B g03e 25-75 Mr/naeHb BbICO-
K03((heKTUBEH B MOBBIIIEHUH KOJUYECTBA TPOMOOIIMTOB
MPY UMMYHHO TPOMOOLIUTOIICHUY Y ITALIMEHTOB C CYOONTH-
MaJIbHBIM OTBETOM Ha UMMYHOCYTIPECCUIO U CTIIEHIKTOMMUIO.
YenenHocTb 3Toi TepaneBTHIecKoii MUK MPUBEJIa K UCClie-
JIOBAHMIO 3ITpOMOOTIara mpu APYyrux TpOMOOLIUTONEHUIECKHX
paccTpoycTBax.

TpoMOGOTMOSTUH — 3TO (HU3UOJOTUYECKU Haubo-
Jiee MOIIHasi MOJIEKyJia, peryjupyloiasi Merakapuo-
nmos3 u TtpoMbomnoa3. BripabarwiBaetcsa TIIO rnas-
HbIM 00pa3oM IleYeHblo, IepBOHAYaJIbHO B BUIE
OeKa-TIpenIIecTBeHHUKA, COCTOSIIEro 13 353 aMHHO-
KUCIIOT, ¢ MOJIEKYJISIpHO# Maccoit 36 k/la. 3aTeM aMUHO-
KHMCJIOTBI U3 HETO YIAJSIOTCS, U OH MOIBEPraeTcsl IIIMKO3u-
JIMPOBAHMIO, B PE3yJIbTaTe Yero oopasyeTcsl IIMKOMeNTH I
MoJeKyJsipHoit Maccoit 95 kIla. OH ObIcTpo aacopOupyeTcsi
B KPOBEHOCHOM pYCJIe U CBSI3bIBAETCS C TPOMOOIIMTaMU, TaK
YTO KOJIMYECTBO TPOMOOLIMTOB 0Opa3yeT «KOHTYp 0OpaTHOM
CBSI3M», KOHTpoJupytomuii KoHueHTpauio TI10. B momo-
JIHEHUE K BTOU MPOCTOU ayTOperyjasiMu Ha MeYeHOUHYIO
npoaykiuo TIIO takke BausioT nuTokKuHBEL. HambGoiee
3HAYMMBIM U3 HUX ABAeTCS 1L-6, KOTOPBIi TIpomyImpyeT-
Cs1 TIPY MHOTUX BOCMAJIUTEIbHBIX MPOLIECCaX U CTUMYJIUPYET
oOpa3oBanue nedyeHogHoro TT10, 94To 0OBSICHSIET TPOMOOLIM-
TO3 MPU BOCTIAIMTENbHBIX Mpolieccax. CTpoMasibHble KJIETKU
KOCTHOTO MO3ra CJTIyXaT eliie onHuM ucrounukom TTIO.

Tepanesmuyeckuii ajijexm TNO
B pannux Tepanepruueckux uccaenopanmsax TT10 ucmonn-
30BaJIMCh 2 Mperapara; peKOMOMHAHTHBIN yesnoBeueckuii TTIO
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(pu-TITO) u mernAMpPOBaHHbBI PEKOMOMHAHTHBIN UeToBe-
Jeckuit (pakToOp pocTta M pa3BUTHS MerakapuonutoB (Iler-
pu®PPM). ¥V orKONMOrMIeCcKMX OOTBHBIX, TIOTYJIaBIITNX X1~
MUOTEpaIulo, JieueHue BHyTpuBeHHbIM pu-TTIO yxe Ha 5-¢
CYTKM MTPUBOAMJIO K YBEIMUEHUIO KOJIMYECTBA TPOMOOLIMTOB,
KOTOpPOE ITOCTUTAIO MaKcuMyMa B TeueHue 10-14 mHeii, Tem
CaMbIM YCKOPSisSl BOCCTAHOBJIEHHWE KOJIMYECTBA TPOMOOIIUTOB
1 YMEHBIIIAs MOTPeOHOCTh B MX TpaHcPysuu. C Ipyroii cro-
POHBI, Y NAIIMEHTOB, MEPEHECIIMX TPAHCIUIAHTALIUIO0 TEMO-
MoaTHYecKux cTBOIOBbIX KIeToK (TT'CK) u nHAyKIIMOHHYIO
XUMUOTEPANUIO TIPU OCTPOM JIelKO3€e, UCTIOJIb30BaHKE pU-
TITO u I[er-pu®PPM He criocoO6CTBOBAIIO YYUILIEHUIO TTPH-
JKMBJIEHUS] WA BOCCTAHOBJIEHUIO KOJIMUYECTBA TPOMOOLIMTOB.
OTH pe3ynbraThl MOKa3aiu, YTO MHTEHCUBHOCTh XMMHOTEpa-
MW U, CIefoBaTe/IbHO, KonnuecTBo octaTouHbix ['CK mMoryT
BIUATH Ha adekTuBHOCTD Tepanuu TI10. OmHako uccie-
ngoBaHue, B kotropoM [ler-pu®PPM BBommm 3010pOBBIM 10-
HOpaM C LIEJIbIO YAy4YlIeHUs] cOopa TPOMOOLIMTOB, TTOKa3aJlo,
910y 2,5% 13 HUX pa3BIIach TPOMOOIIMTOTICHNST M3-3a 00pa-
30BaHMSI aHTUTEJ K PEKOMOMHAHTHOMY JIEKAPCTBEHHOMY CPe/i-
CTBY, KOTOpOE TIepeKpPecTHO pearnpyet ¢ 3HmoreHHbM TI10.

DITpoMOonar CBSI3bIBAETCSA C TPAHCMEMOPAHHBIM 1 I0KC-
TamMeMOpanHbIM JoMeHoM MPL, npuBoas K aKTHBAIMH HU-
Jkepacnosoxennbix myteit JAK/STAT u MAPK. ITockombKy
anrpomoonar 1 TI1O umeloT pa3andHbIe CATHI CBA3bIBAHNS,
OHM JIEMOHCTPUPYIOT B3aUMOIONOHsIoIHE 3(h(eKThI.

DaTpoMOOIIar GBICTPO BCACHIBACTCS TIOCTIE TTEPOPATHHO-
TO MpHeMa; MaKCUMaJTbHass KOHIIEHTPAIWs B IIa3Me KPOBU
JIocTuTaeTcs yepes 2-6 4. JlaHHBIN Tiperapat He ClemyeT IpH-
HUMAaTh B T€UeHHE 4 T TTOCTIe TIOTPEeOICHUS U, OOTaTOM
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Tabnmua. Pe3ynbrarel uccnepoBaHuii 3pGeKTMBHOCTH INTPOMGONAra Npu UMMYHHOW TPOMGOLIMTONEHNM U ANNACTUYECKON AHEMUM

WmmyHHas TpomGouuToneHus

118 naupenTos Gbinu paHaoMuaupoBaHs B cootHowenuu 1:1:1. B nepsoit | Yposers TpomBouutos 50 x 107 /5 Ha 43- peb otmeuancs

; Bussel et al.
rpynne cyTouHas Ao3a antpombonara cocraensna 30 Mr, Bo BTOPOH — 8 28, 70 1 81% cnyyaes Ha doHe Tepanum antpombonarom, (;3387)8 a
50 mr, a B TpeTbert — 75 mr TorAa Kak B rpynne nnauebo — scero B 11% cnyuaes
Y naupenTos, nonyyaswmx antpombonar, pombouuTapHii oteet (250 X
110 naupenTos GbinM PaHAROMM3MPOBAHDI B cOOTHOWEHMM 2:1 Ans npuema Bussel et al.

107/1) 6bin gocTurHyT B 59% Criyuaes, TOraa KaK B rpynne NALMEHTOB, (2009)

antpombonara & gose 50 mr/cyt (n=73) unn nnauebo (n=37) nonyuaswHx nnaue6o, - 8 16% (p<0,001)

Ha doHe Tepanuu antpomGonarom 4awe Habnoaanock ysenuueHue
197 naueHToB 6binM PAHEOMUHIUPOBAHSI B COOTHOWeHMH 2:1 Ansi pHema | KonMuectsa TpomGouutos #o yposus 40-400 x 109/ (OP 8,20; 95% AN Cheng et al.
antpombonara (n=135) unu nnauebo (n=62) 3,59-18,73; p<0,001) u 6onee anutenbHas NPOAOIXUTENLHOCTb 3ddekTa (20171)

(9,5 npotve 2,2 Hepenu)

W 0
302 naumeHTa HenpepsiBHo nonysanM spomBonar Mpy MepmaHe Bospeictens 2,4 ropa y 86% nauueHTos yposeHb TPOMBOLMTOB Bussel et al.

cocraeun 250 x 10%/n (201¢)
Uccneposanue dassi Il (PETIT): 67 naumertos & Bospacte 1-17 net Gbinu C 1-6-# Heeny yposeHs TpoMBoumTos 50 X 10°/n Bbin oTMeveH Bussel ef al
PAHAOMM3UPOBAHBI B cooTHOWeHUH 2:1 ans npuema antpombonara (n=45) | y 62% naupentos, nonyyaswux antpombonar, U 32% nauueHTos, (2015) ’
unm nnauebo (n=22) & TeyeHue 7 Hepenb nonyyaswwx nnauebo (OP 4,31; 95% M 1,39-13,34; p=0,011)

Y 40% naumentos, nonyuaswmx antpombonar, 1 3%, nonyuaswmx nnauebo,

Uccneposanue Il dasel (PETIT2): 92 nauuenra e sospacre 1-17 ner Buin moCTHYT TROMBOLTApHIN oTBeT 250 X 107/ Bussel ef al.
Es:nrm”:gzo&i";:); :::::::Jee?gni. ]eﬁ:ﬂ npwewma antpomBoniara (n=63) BO BTOPOM NonosuHe nepuoga Habniogewns (OP 18,0; 95% AN 2,3-140,9; (2015)
u A p=0,0004)

OcTpbiii MMENOUAHBIH NENKo3

B rpynne antpomBonara otmeyanack Gonee BLIPAXEHHAS TEHAEHLMS K
YMEHbLIEHMIO KPOBOTEHEHMH MO CPABHEHMIO ¢ rpynnoi nnauebo (>3-# knace)
(16 npotue 26%), ymeHbLueHmto HeoBXOAMMOCTH B TPAHCDY3MM TPOMBOLUTOB Platzbecker
(38 npotue 21%), ymeHbLueHuio notpebHoCTH B TpaHcdy3um aputpoumTos (20 | etal. (2015)
npotie 6%) 1 yBenuueHmto MeanaHbl Bbixusaemoctu (27,0 npotve 15,7
Hepenu)

98 NaLMEHTOB € OCTPBIM MUENTOMAHBIM TEHKO3OM UK
MMENOMCINACTUYECKMM CMHIIPOMOM C ypoBHeM TpomGouuTos <30 x 10°/n
6binM PAHAOMU3MPOBAHBI B COOTHOWEHUH 2: 1, B NepBOM rpynne NaLMEHTs!
nony4any antpombonar e gose 50 mr/cyt (n=64), Bo sTopoit - nnauebo
(n=34), nauanbHas gosa 50 mr/cyT ¢ ysennuenmem go 300 mr/cyt

Tskenas annacruyeckas aHemus

25 naupentos ¢ TAA, pedpaktepHo# k Tepanmm, nonysanu antpombonar

. M 11 nauuentos (44%) otBeyanu KpUTEPHMSM NEPBUYHOTO OTBETA C YNyHLIEHMEM Olnes et al.
B cTapTOBOM A03e 50 Mr/cyT ¢ AaNbHEMLWMM YBENHYEHHEM HO3bI

10 KpaiHe! Mepe B OBHOM KNETOYHON NMHMM B TeveHne 12 Hepenb 2012

MakcumansHo go 150 mr/cyt P pe s o A ( )

10 nauwentos c TAA, pedpaktepHoi K Tepanmu, nonyyanu antpombonar Srrei? . . q
A ; pdpaxtep Tepanu, noy P 7 naupentos (70%) goctiram oTBeTa no KpaHeEH MEpe B OBHOM KNETOYHOM Gill et al.

8 cTapTosoi gose 100 Mr/cyT ¢ nanbHEMLMM yBeNMYEHHEM AO3bI U (2016)

MakcumansHo ao 300 mr/cyt

OP - otHoc) 4 puck; [N - posep 4 uHtepsan, TAA - TaXenas annactuyeckas aHemms.

TTOJIMBAJICHTHBIMU KaTMOHAMM, KOTOPHIE XeIaTUPYIOT 371-  JTOJDKHA OBITh IPHMMEPHO B 2 pasa HIDKE peKOMEHIOBaHHOM
TpoMmOoOIMar U yMeHbILAIOT €ro BcacblBaHUE. DATpoMOonar st Apyrux rpyIin HaceaeHUsI.

B OCHOBHOM METa0OTM3UPYeTCs B TICUCHN CHCTEMOI ITUTO-

xpoma P450, mepron moyBBIBeIeHMS TIpeTiaparta 13 TiasMbl — JNmpoMBonaz npu pejipakmepuoii annacmu4ecKoii aneMuu
coctaBisieT oT 21 1o 32 4. [TaumeHTaMm ¢ IIe4eHOYHOI Helo- Arutactuyeckas anemus (AA) — penkoe 3a0oeBaHUeE,
CTaTOYHOCTBIO TSIKEJION CTeTIeH! TpeOyeTcsl KOPPEKTUPOBKA — KOTOPOE XapaKTepU3yeTCs MAHIIUTONICHUEH ¢ TUTTOIIEIUTIO-
J03B1. Y TIAIIMEHTOB a3MaTCKOM pachl IIa3MEHHBIN KIIMPEHC  JISIPHBIM KOCTHBIM MO3TOM 0€3 MPH3HAaKOB aHOMAaJbHOM
anTpomoboriara cHbKeH Ha 33-52%, BeposSITHO, M3-3a TTONIN-  KJIIETOYHON MH(PMIBTpAK WM (pUOpo3a KOCTHOTO MO3Ta.
Mopdusma anneneit utoxpoma P450. Takum o6pasom, Ha-  Tspkenast AA onpenessieTcs Kak yMeHblIEHNEe KIETOUHOCTH
YaJTbHas 103a AITPOMOOIIara TS TTAIMEeHTOB a3MaTCKOM packl  KOCTHOTO Mo3ra <25% (mmm 25-50% 1ipu ypoBHE OCTaTOUHBIX
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TeMOITO3THUYECKMX KIIeToK <30%) mpn HATMIMH 110 MEHBIIICH
Mepe 2 JT100bIX U3 MEePeYMCIIEHHbBIX KPUTEPHEB: a0COTIOTHOE
KoJuecTBo Heitrpoduios <0,5x10° /11, KommdaecTBo TpoMG0-
1mtoB <20x10°/1 n KonuyecTBo peTukynonuTos <20x10°/71.

CuuTaetcs, yTo AA oOycioBlIeHa UMMYHHOI aTakoi
Ha TreMOI0ATUYECKME CTBOJOBbIE KJIETKU W KJIETKU-TIPE-
MIEeCTBEHHUKH, OIOCPEIOBAHHON ITMTOTOKCUICCKUMU
T-mamdonutamu. Y 6oee Monoabix maureHToB ¢ TAA a¢d-
(beKTUBHOCTD aJUTOTEHHOM TPaHCILIAHTAIIUN TeMOITO3THYE-
CKHX CTBOJIOBBIX KJIeTOoK oT HLA-coBMecTMMOTro poacTBeH-
HOro 1oHopa gocturaet 90%.

AJTBETepHATBHBIM CTAaHIAPTOM JICYEHNST B HACTOSIIIEE Bpe-
M SIBJISIIOTCSI aHTUTUMOLIMTapHbIe I100yvHbl otaau (ATT)
B COUETAaHUU C LMKIIocnopuHoM. [Tocrie nepBoii TMHUY Tepa-
iy tomanuHeIMUA ATT 1 IUKIIOCTTIOPUMHOM peLUINB BO3HH-
kaeT B 30-40% ciyvaes.

IIpu pemmauBupyromei nim pedpakTepHoii AA TOJILKO OKO-
710 30-35% nanueHToB pearupyioT Ha BTOPO# KypC ¢ ajibTep-
HaTuBHbIM MCTOYHUKOM ATT (ATT Kposmka) B coyeTaHun
€ IMKJIOCHOPUHOM. TaKuM 00pa3om, 3HAYUTETHHAS YACTH
namieHToB ¢ TAA ocTaeTcs pe3UCTEHTHOI K Teparnmu, YTo
NPUBOIMT K 3aBICHMOCTH OT reMOTpPaHC(y3uil i IPYTHM OC-
JIOZKHEHUSIM TNIAHIUTONIEHAH.

[Iporoonkoren MPL skcnpeccupyeTcss Ha TeMOIIO3THYE-
CKHUX CTBOJIOBBIX KJIETKAX W KJIETKax-TpealIeCTBEeHHUKAX.
TakuM obpazom, nposudepalyst FeMOMO3TUYECKUX CTBO-
JIOBBIX KJIETOK Y KJIETOK-IPENIIEeCTBEHHUKOB MPOUCXOIUT
B otBeT Ha Bo3aelicTBue TI1O u apyrux HIMTOKMHOB. DTH Ha-
OmoeHus MpUBesu K npuMeHeHuto aroHrcTa TTTO B ciyyae
TAA. Darpombomnar, Oyaydu MOJIeKyI0il HEOOJIbILIOTO pa3me-
pa, 6osee apdekTBHO, yeM HaoreHHbIN TITO, mpoHuKaeT
B KOCTHBI MO3T. JlaHHbBII MpernapaT BBOAUTCS MapeHTepaib-
HO, YTO JieJIaeT BO3MOXKHBIM UTUTEIbHOE TTPUMEHEHHE.

B uccnemosanum 11 ¢asel, npoenenHom HammoHanbHbIM
nHctuTyToM 310poBhs CIIA, 25 manuenToB ¢ TAA, y ko-
TOPBIX OMH WM HECKOJIbKO KypcoB ATT 1 IMKJI0CIOpUHOM
ObUTM HEA(DMEKTUBHBI, MPUHUMAIN 3ITPOMOONAr B Hauyalb-
Hol mo3e 50 Mr/neHs ¢ yBeJImdeHneM Ha 25 MT Kaxkble 2 He-
JIeJT 10 TOCTYXKEH WS MaKCUMasibHOM 7103b1 150 Mr 1 p/neHb.
ITepBuYHBIE KOHEYHbIE TOYKU BKJIIOYAIU reMaToJIoruuec-
KUt OTBET U TOKcHueckuit achdexT uepes 12 Henenb. OTBET
CO CTOPOHBI TPOMOOLIMTOB OMpPEEsICS KaK yBeJMUEHKE
Ha 20x10%/11 1o cpaBHEHUIO ¢ UCXOIHBIM YPOBHEM MM He-
3aBHCUMOCTD OT TpaHC(hY3UiT TPOMOOIINTOB Ha TTPOTSKEHUH
>8 Heneb. DPUTPOUTHBIN OTBET ONPENEISICS Kak MOBbI-
LIeHKe reMorioorHa Ha > 1,5 /11 y alMeHTOB ¢ MCXOIHbIM
ypoBHeM <9 1/11 UM CHUXEHUE TIepeMBaHus Ha >4 elu-
HULbI 9PUTPOLIUTAPHON MacChl B MOCIEAYIOUIME 8 Heeb.
OTBeT HeNTPOMUIOB OMpeesIICS KaK yBeJnueHue adCOIOT-
HOTO KOJIM4ecTBa HeiiTpoduaos Ha 0,5x10%/1 uanm B 2 pasa
OT MCXOJHOTO YPOBHS, eciau oH cocTabmsa <0,5x10%/71.
[MarmmeHTHI, OTBETUBINNE HA TEPATTHIO B TCUCHHE TIEPBBIX
12 Henenb, MPOJOKaIM MOdydaTh dATpoMOonar eiie 4 He-
nenu. Eciu oTBeT ObLT CTaOMJIbHBIM, MALIMEHThI TPUHUMATU
3JITPOMOOIIAr 10 TeX MOp, MOKa OTBET COXPAHSLICSI.

Bce nauuyeHTbl, KpoMe OJHOTO, TOJydaiu MakCUMallb-
Hyto 103y 150 Mr/neHb. B ob1iielt ciioxHocTH Ha 12-i1 Henene
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11 namueHToB (44%) JOCTUTIM TeMAaTOJIOTMUECKOrO OTBETA
110 KpaliHeit Mepe co ctopoHsl! 1 13 3 iuHuid. B nienom y 9 na-
LIMEHTOB ObLT OTMEUEH OTBET CO CTOPOHBI TPOMOOIIUTOB (CO-
MyTCTBYIOLIUI HEUTPOPUIBHBIN OTBET, N=2; COMyTCTBYIOLINI
SPUTPOLIMTAPHBIN OTBET, N=2), a y 2 MallMEeHTOB HaOJIIOAaNICS
OTBET CO CTOPOHBI HelTpoduaoB. CeMb MAIMEHTOB MPOAOJI-
Ky Mosty4ath antpombomnar (150 Mr/neHb); cpeaHsist npo-
JIOJDKUTETBHOCTD Teparniu 16 Mec (8-32 mec). O6cenoBaHme
KOCTHOT'O MO3ra Yy MaldeHTOB C OTBETOM I10Ka3aJI0 HOpMa-
JIM3aluio 3 KJIETOUHBIX JIMHUM reMaTornos3a 6e3 yBeTmueHusI
(pnbOpo3a. DT JaHHBIE TOBOPSIT O TOM, UTO JITPOMOOIIAT CITO-
CcO0EH MHAYLIMPOBATh MYJIBTUJIMHENHBIN TeMaToJIOrMUeCKUit
OTBeT y nmauueHToB ¢ TAA.

Hcxonst u3 nosty4eHHbIX Pe3YJILTaToOB, UCCeI0OBaHUE ObLIO
pacumMpeHo 3a cueT BKiItoueHus eie 18 6oabHbIX. B aToit
OOHOBJIEHHOI KOoropTe ¢ yyacTuem 43 malyeHToB YacToTa
obmiero otBera coctaBuia 40% (17/43) B TeueHue 3-4 mec,
YUMUTBIBAsE OTBET CO CTOPOHBI 2 U 3 KJIETOYHBIX JIMHUMA.
BaxxHbiM Hab1I01eHEM OBLIO TO, UTO Y TTAIIMEHTOB C OTBETOM
CO CTOPOHBI | MM 2 KIETOYHBIX IMHUI B TeueHue 12 Heaeb
MPOIOJKEHUE Teparuu 3JITpOMOOIIaroM Morjio B KOHeu-
HOM UTOTE TIPUBECTU K OTBETY BO BCEX 3 KIIETOUHBIX TUHUSIX.
M3 17 6051bHBIX, Y KOTOPBIX HAOJIOAAICS CTAOMIBHBIM OTBET,
5 MalMeHTOB € MPAKTUYECKN HOpMaIbHBIMU MTOKa3aTe MU
KPOBU MpeKpaTUId TIpueM ajaTpombornara, MeauaHa mpo-
JOJDKUTEJIbHOCTH JiedeHus coctaBuiia 28,5 mec (9-37). Tlpu
MenuaHe HaOmoneHus 13 mec (1-15) y 9TuX maureHToB ObLT
COXpaHEH CTaOWJIbHbBIN reMaTOJOTMUECKUI OTBET 0e3 aib-
HEeMIIETo JIeYeHs 3ITpOMOOTIaroM.

B npyrom petpocnektuBHOM aHanuse y 10 (8 kuraiickoi
U 2 IOPTYTaIbcKON HAlIMOHAILHOCTH) MAliMeHToB ¢ AA/TAA,
KOTOpbIE paHee MOJTyJrIM HECKOJILKO KYPCOB Teparuu, JJeueHue
3ITPOMOOITaroM MpUBeESIo K 0ojiee BbICOKOI YacTOTe OOILETO
orBeta — 70%, iput 517oM 30% GOJBHBIX JOCTUIIN OTBETA BO BCEX
3 KJIETOYHBIX JIMHUSIX. B yacTHOCTH, 3TH MalMEHTHI TOTyJaIn
aITpoMOOIIar B MakCUMaibHbIX 103ax 50-300 mr/neHs. M3-3a
0oJiee HU3KOTO KJIMPeHca 37TpoMOoIara y IML MOHTOJIOUIHOM
pacbl MaKCUMaJIbHOE BO3MIENCTBHE AITpoMOoOIara y Kuraic-
KWX TTAIIMEHTOB OBITO SKBUBAICHTHO 03¢ 67-450 MT/meHb 11t
MalMeHToB eBporieonIHo packl. M3 3 ciayyaeB oreera 3 Kie-
TOUHBIX JIMHUH 2 UMEJTA MECTO Y KUTACKUX MAlIUEHTOB, MOJTy-
YaBIIMX 3ITpOMOOIIAr, py MakCUMaibHOM 03¢ 150 Mr/neHb
u 300 mr/meHb (3KBUBAJICHTHBIE TO3bI OEJIOTO IMAallMeHTa —
200-225 mr/nens u 400-450 Mr/neHb), 1 1 U3 HUX UMeENT MECTO
Y MOPTYTaJIbCKOTO MallMeHTa, MOTy4YaBIlero MaKCUMaIbHYIO
no3y 200 mr/nexb. Enne 1 mopTyranbCKuil maluyeHT, MoyduB-
LI MaKCUMaJIbHYI0 03y 150 Mr/aeHb, 1TOCTUT OTBeTa B 2 KJle-
TOYHBIX JIMHUSIX. C APYrOil CTOPOHBI, 2 KUTAMCKUX TIALIEHTA,
MakcrMMalIbHas 103a /151 KOTOpbIX cocTapisiia 50-75 Mr/neHb,
TMOJTYYUJTU TOJIBKO TpOMOOLIMTApHBIN oTBeT. [ToaTomy rema-
TOJIOTMUECKUI OTBET, KaK MPEeICTABISIETCs, 3aBUCUM OT J03bl.
[Ipumenenue anrpomobomnara >150 Mr/neHb 1 10 S5KBUBAJIECHT-
Holt 10361 450 MT/IeHb y MAlMeHTOB €BPOIICOMIHOI Pachl OBLIO
BO3MOXHO 0€3 HEMpUeMIeMOl TOKCUYHOCTH.

Pesynbrathl 3TUX MCCAENOBaHMM YETKO MOKa3ajiu, 4To
MOHOTEPAIHSI ATPOMOOIIAroM CTUMYJIUPYET FeMOII033 BCeX
3 kieTouHbIX uHUi pu AA 1 TAA. B uccienoBaHusix, mpo-
BeneHHbIX HanmonanbHbiM nHCTUTYTOM paka CIIA (NCI),
acKajialus 103bl ObUla MpekpaliieHa Ha ypoBHe 150 Mr 1 pa3
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B IeHb. broiornmaeckoe 060CHOBaHME 3TOTO OTPAHMYCHUST
JI03BI HesICHO. B KnTaiickoM rcciremoBaHNH UCTIONB30BATHChH
TTOBBIIIICHHBIE O3Bl 3ITPOMOOIIAra, 4To, ITO-BUIIMOMY, TIPH-
BeJIo K 00J1ee BBICOKOI 00111eii 9acToTe oTBeTa. [1oaTomy Tpe-
OYIOTCSI IOTIOTHUTETbHBIE NCCIIEMOBAHNS, YTOOBI OTIPENIEITNTh,
MOTYT JIV TIAITMEHTHI, He pearnpyrolie Ha HU3KUE TO3BI 3JT-
TpomboIiara, OTBe4aTh Ha BRICOKHE M03BI. BMecTe ¢ TeMm 3T
Pe3yIIBTaThI TIPOJIOKIIIN TOPOTY K UCCIIEMOBAHIIO JITPOMOO-
T1ara B TIepBOiA IMHUU TePaITHH.

Mpumenenue anmpombonaza B NepBoii nUHUN mMepanuu

B uccnemoBanuu 11 ¢a3sr 88 mamueHTOB ¢ BIepBBIE
BoisiBIeHHON TAA Ha ¢one tepanuu ATI nowmanmu
U LUKIOCTIOPUHOM NPUHUMAIU TOTOJHUTEIbHO 3JI-
TpoMmbOomnar B go3e 150 mr/mens. [TaumeHTsl OBLIN pa3-
JleJieHbl Ha 3 KOTOPTHI B COOTBETCTBUU C MPUEMOM dJI-
Tpomborara: Koropra 1 (3-s Hemenss — 6 mec), KoropTa 2
(3-s Hemens — 3 mec), KoropTa 3 (IepBHIit IeHb — 6 Mec).
[TepBrUYHOU KOHEUHO! TOUKOI OBLI TTOJHBINA OTBET Yepe3
6 Mec. OOIINIA ¥ TIOJTHBIIM OTBETHI B 3 KOTOPTaxX B TeUCHUE
6 Mec coctaBsia cooTBeTcTBeHHO 80/33% (KoTOpTa 1),
87/36% (xoropta 2) 1 92/54% (xoropTta 3). DTH pe3yIsTaThl
ObLIM BbILIE, YEM B TPYIINE UCTOPUUECKOTO KOHTPOJIS, TIPU-
Humasiieii ATT iomany 1 IUKIIOCTIOPUH.

JIJ1st OTBETUBIIMX Ha JiedeHHWEe MelrMaHa He3aBUCUMOCTH
OT TpaHchy3um cocTabiisiia 32 AHs 51 TpaHC(hY3UU TPOM-
OouuToB U 42 AHS 4151 TpaHChy3ur spuTpolnToB. CepuitHast
OMOIICUSI KOCTHOTO MO3Ta TIoKa3aja yjIydlleHUe KIETOUHOCTH
B 80% citydaes 6e3 yBemmaeHus (proposa. KommaecTBo KieTok
CD34 + KocTHOro Mo3ra Takxe 3HaYMTeIbHO YBETUINIOCh
(B cpenHeM uepes 3 Mec B 1-ii Koroprte yBeJMyeHre OTMEUEHO
B 17 pa3, Bo 2-i1 — B 4 pa3za; (p<0,001). B uiemom 12 mammeH-
toB niepeHecau TTCK u3-3a peliamsa, pepakTepHOCTH WK
MUEJIOAMCTIIACTUYECKOTO CUHAPOMA. DTH JaHHbIEe TTOKa3aJIu,
YTO 3TPOMOOTIAT B KOMOMHAIIH CO CTAHNAPTHOM MMMYHOCYTI-
PECCUBHOI Tepanueil MOXeT COXpPaHUTb U YBEJIUYUThb
KomaecTBo ocTatouHbIx 'CK, a Takke IMOBBICHTE CKOPOCTh
1 Ka4eCTBO BOCCTAHOBIIEHUS TeMOIT033a. D(PHEKTUBHOCTD
aATpoMOOIIara 3aBUCUT OT KosinmyecTBa octaTouHbix 'CK,
TIPU 5TOM TOJPA3yMeBaeTCsl, YTO OH JOKEH MCTIOIb30BAThCS
Ha paHHel cTaguu JedeHns mauueHToB ¢ AA u TAA.

Takum 00pa3oM, poJib JTPOMOONAra B Je4eHHH 00IbHBIX
AA Bo3pacraeT. Dp(EeKTHBHOCTH JITPOMOONAra B coueTa-
HHUHU C PeAYLUPOBAHHON UMMYHOCYNIPECCUBHOM Tepanueii -
KJocnopruaoM npu TAA wim B MoHOTepanum nipu AA TpedyeT
JAJIbHENIIero u3yJyeHus.

Crartbs neyaraetcs B COKPALLEHNM.
Gill H., Wong R.S.M., Kwong Y.-L. From chronic immune thrombocytopenia
to severe aplastic anemia: recent insights into the evolution of eltrombopag,
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IHlanoeni wvumaui!

MepeannatnTu Hawi BUAaHHA BN MOXeTe B 6y/b-AKOMY NOLITOBOMY BiAAINeHHI 38'A3Ky
«YKprowTu» 4n B peaakuii «<BuaasHnyoro aomy «3Aopos’a YKpaiHmy.
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inHo:

p
°

«MepnuHa
Te

PeAl
nepepaxysaTil Ha Hall PO3PaxyHKOBWIA PaxyHOK HeOBXifHy Cymy

B ByAb-AKOMY BifAineHHi 6aHky.

IMpw onnaTi B Npu3HayeHHi NnaTexy BkasaTy obpaHe BAaHHs

Ta TepMiH nepegnnatu;

HaglicnaTi Konito KBUTaHLii, AKa NiATBEPAXKYE daKT onnaTn BUSHauYeHol
KiNbKOCTI NpUMIpHWKiB;

NOBIOMUTY ajjpecy [OCTaBKM Y 3pYYHNII ANA Bac Cnoci6:

Ten./pakc Binainy nepeannatu: +380 (44) 364-40-28 (29);

nowTo: i aim poB’s i
03035, m. Kuis, Byn. MexanizaTtopis, 2,
eneKkTpoHHolo nowTolo: podpiska@health-ua.com

A raserta A Ykpainm XXI cropi

Hose B MeaunuVHi Ta MeaNYHIN NpakTuLji
MNepepnnathuii ingekc - 35272
MepioanyHicTb BUXOAY — 2 pa3u Ha MicALb / 24 pa3u Ha pik
BapricTb pefakuiitHoi nepeannatu:

[ ] Ha 3 micaui - 375 rpH

[ ] Ha 6 micauis — 750 rpH

[ ] Ha 12 micauis — 1500 rpH
HAWI PEKBI3UTMNU:
TOB «MeauyHa raserta «3a0poB’sa YKpaiHu 21 cTopivyusa»
03035, m. Kuis, Byn. MexaHisartopis, 2.
e-mail: podpiska@health-ua.com
€/1PMOY 38419790, p/p 26000628915800
y MAT «YkpCn66ank», MOO 351005

Temamuuni nomepu

raseta «3fopos’s YKpaiHu». «MepnyHa raseta «3a0pos’a YKpaitu».

riHekonoris, penpoaykronoria»
MepeannatHui ingekc - 89326
MepioanyHicTb BUXOAY - 4 pasn Ha pik
BapricTb nepepnnatt Ha pik - 340 rpH,

Ha niBpiyyA

«Mepguuna
T

i Homep i if,
peBmartonoris, Kapaioxipypris»
MepepnnatHuii iHaekc - 37639
MepioaunyHicTb BUxofy - 6 pasis Ha pik
Baprictb nepeannati Ha pik - 510 rpH,
Ha niBpiuyA - 255 rpH

i Homep TBO,

-170pH

raseta «30poB’sa YKpaiHu». «MepnuHa raseta «340pos’a Ykpaitu».

renatonoris, KoNoNpoKTonorisa»
MepeannatHuii ingexc - 37635
lMepioanyHicTb BIUXOAY — 4 pasn Ha pik
BapricTb nepeannatt Ha pik - 340 rpH,

Ha niBpiyua

«MepnuHa

TematuuHuit Homep «OHKonorisA,
remaronoris, Ximiotepanis»
MepeannatHui ingekc - 37634
NepioaunuHicTb BUXOAY - 5 pasis Ha pik
BapricTb nepeannat Ha pik - 425 rpH

«MepgnyHa
T

i Homep in,
neuxiaTpis, ncuxotepanisa»
NepennnatHuii ingexkc - 37633
MepioanyHicTb BUXOAY — 4 pasin Ha pik
Baprictb nepesnnaty Ha pik - 340 rpH,
Ha nispiuya - 170 rpH

i Homep «T p if,

- 170 rpH

raseta «34opos’s YKpaiHu». «MepuyHa rasera «3a0poB’a YKpaiHu».
TematuuHuit Homep «flynbmoHonoris,
anepronoris, pUHONAaPMHronoria»
Mepepnnathuit iHekc - 37631
MepiopuuHicTb BUXoAY - 4 pasu Ha pik
Baprictb nepeannati Ha pik - 340 rpH,
Ha nipiuya - 170 rpH

raseta «34opoB’a YKkpaiuu».

MepeannatHuii ingekc - 37638
MepioanyHicTb BUXOAY - 4 pasn Ha pik
BapricTb nepepnnatt Ha pik - 340 rpH,

Ha niBpiuya

«MepunuHa

TemaTuuHuii Homep «[fliabetonoris,

i Homep «[egi Mep| rasera «3opoB’sa YKpaiHu».
TemaTuunuit Homep «Xipypris, opronepis,
TpaBMaTonoris, iHTeHCMBHa Tepanis»
NepennnatHuii iHaekc - 49561
MepioanyHicTb BIXoAy - 4 pasin Ha pik
Baprictb nepesnnaty Ha pik - 340 rpH,

Ha nispiuya - 170 rpH

=170 rpH

raseta «3opoB’s YKkpaiHu».

in, p
MepeannatHuii ingexc - 37632
lMepioAnyHicTb BUXOAY — 4 pasn Ha pik
BapricTb nepeannati Ha pik - 340 rpH,

Ha nispiyua

Jil rasera «370poB’s Ykpaium».
Tematuunuit Homep «Yponoris,
Hedponoris, aHpponoria»
Mepegnnathyii iHaekc - 86683
MepioaunuHicTb BUXOAY - 3 pasn Ha pik
Baprictb nepepnnatv Ha pik - 225 rpH

170 rpH

HAWI PEKBI3UTMU:

TOB «TemaTU4HWI NPOEKT «340pOB’A YKpaiHu 21 cTopiuua»
03035, m. Kuiis, Byn. MexaHisatopis, 2.

Ten./dakc Bipainy nepegnnatn +380 (44) 364-40-28 (29);
e-mail: podpiska@health-ua.com

€0PIOY 38419785, p/p 26007628853200

y NAT «YkpCu66ank», MQO 351005

HAWA AOPECA:
«BugaBHuuuin gim
«3p0poB’a YKpaiHu»,
03035, m. Kuis,

Byn. MexaHisartopis, 2
Bippin nepegnnatn:

Ten.: + 380 (44) 364-40-28,
e-mail: podpiska@health-ua.com
www.health-ua.com

“Www.




FEMATONOrIA

ornag

Enbmpombonaz | NIKYBaHHI IMUHHOI
mpomAouumonenil

ImyHHa Tpom6ouuronetis (ITM) — Ha6yTuii po3nag, WO BUKAMKAHUIA iIMYHHUM PYHHYBAOHHAM TPOGOM6GOUUTIB

i BU3HAUAETLCA 9K piBeHb Tpom6ouuTis <100x10%/n. fitv 3 ITN 3a3BMUaI OAYXKYIOTH 6€3 NiKYBAHHS, HATOMICTb

Y BOpPOCNUX NALEHTIB 30XBOPIOBAHHS YACTO MAE XPOHiYHUIA xapakTep. MibxHapoaHa rpyna 3 BUBYUEHHS iMyHHOT
Tpom6ouurtoneHii (IWG, 2009) pekomeHAY€E 3aCTOCOBYBATH cOME TEPMIH «iMyHHO TpOMGoLuUuTONeHis» (3amicTb

oon

«igionaruuHa nypnypa»). Lie nos’a3aHo 3 kpawmm posymiHHamu natodizionorii xeopo6u i TMM, Wo B GinbLuoCTi Aiten
i popocnux nauieHTiB Hemae nypnypu. Kpim Toro, He cnif BUKOPUCTOBYBATH MOHSATTS «FrOCTPA iMYHHO
TpoMb6ouuToneHia», ockinbku giarHos ITMN Mo)XxHa BCTAHOBUTU NULLIE PETPOCNEKTUBHO.

[Tpuunnamu nepsunHoi ITII € mosiBa matojoriyHUX
aHTUTpoMOOIMTapHUX aHTHTIN Kiacy IgG (y 60-70% ma-
LIEHTIB), MOPYIIEHWII MerakapiolnTOII0e3 i pyiHYBaHHS
TPOMOOIIUTIB, OIocepeaKoBaHe T-KIIiTHHAMM.

MoxnuBi npuunHu BTopuHHO1 [ TIT:

e aHTUdOChONIMIHUI CUHAPOM;

® ayTOiIMyHHa TPOMOOLIMTOIEHIs (HATPUKJIIAI, CUHAPOM
EBanca);

e 3arajbHuUit BapiabeJbHUI iIMyHONEDILINT;

e iHdekii (uutomeranosipyc — CMV, Helicobacter
pylori, Bipyc renatuty C — HCV, Bipyc imyHOAedhiuuTy Jto-
nuau — HIV, Bipyc BiTpsiHOI Bicnin);

e jiiMmcdornpoJicdepaTUBHI XBOPOOU;

e 100iIYHMUI epeKT TpaHCIIaHTaLlii KiCTKOBOTO MO3KY;

e 1O0IYHMI e(heKT BaKIIMHALIII;

® CUCTEMHUI YEPBOHUI1 BOBYAK.

Hiarno3 ITII 3a3Bnuail BCTAHOBIIOIOTH Ha IiACTaBi pe-
3yJIBTaTiB MiKPOCKOITii Ma3ka nepudepruyHoi KpoBi, TaHUX
aHaMHe3y Ta KJIiHiYHOro oocTexxeHHs. KiiHiuHa KOpUCTh
Pi3HMX METOIB JOCTiIKEHHS HaBeaeHa B Ta0amii 1.

Mertoto sikyBaHHS NalieHTiB 3 xpoHiuHoto ITTI € MiHi-
Mi3allisi pU3MKY PO3BUTKY KPOBOTEUi LIJISIXOM MilBUIIECH-
HSI piBHSI TPOMOOIIUTIB 10 TeMOCTAaTHYHOTO ialta30Hy TPy
MaKCHUMaJIbHii TepeHOCUMOCTI Ta SIKOMOTa HUXKYill yacTo-
Ti HebaxXaHUX Momiil. BinmoBigb Ha MiKyBaHHS OLIIHIOIOTh
3a kputepigmu IWG (TabJ. 2), npu LIbOMY OUYiKyBaHMI yac
JI0 OTPMMAaHHS BilTIOBIMi 3aJIEXWUTh Bill 3aCTOCOBAHOI Teparil
(Tabmn. 3).

Hapasi Begenns nauienTiB 3 ITII 3milicHIOETBCS BifIo-
BiTHO IO peKOMeHIaIlili AMepUKaHCHKOTO TOBAPHCTBA Te-
marojiorii (ASH) 2011 p. [Tepemisin iux pekoMeHaallii pos-
nouascs y 2015 p.; oHoBeHUI BapiaHT ouikyeTbcs y 2018 p.

PexoMmengauii 3 giaznocmuku ma nikysauuna ITN (ASH, 2011)
AT Ta miaAAITKM

V mireii i mipniTkiB 3 Tunmosumu nposisamu ITIT mocmi-
JKEHHST KiCTKOBOTO MO3KY He moTpiOHe. Lle mocmimkeHHs
TaKOX He € 000B’SI3KOBUM Y HiTeil 3 BiICYTHICTIO BiIIOBImi
Ha BHYTPillIHbOBEHHY Teparlito iMyHOrJ100yJ1iHOM, /10 IovaT-
Ky Tepariii KOpTUKOCTEpoigaMu Ta Mepesl CIIEHEKTOMIEIO.

Tabnmug 1. Kopucrb pisHux metogis gocnigxeHns y giardocrmui ITMN

AHAMHE3 nauienTa, CIMEMHMIM GHaMHE3
Disnkanshuit ornspg,

[NoBHw¥ aHani3 KPOBI 3 PETMKYNOLUTAMM
Mikpockonis Maska nepudepn4Hoi KpoBi

KinbkicHe BM3HQYeHHS piBHS iMyHOrnOBYRiHY
[HlocnimxeHHs KicTkoBoro Mo3Ky (y Aesikux navienTis)
Buanauenns rpynu kposi a Rh

Mpsmuit aHTUrNOBYniHOBMHA TeCT

Hocnigxenns Haserocti H. pylori, HIV, HCV

napsogipycy Ta CMV

BuaHaueHHs HasBHOCTI rikonpoTeiHcneungiyHux aHTHTin
Tect Ha aHTUOCHONiNiAHI arTUTING (BKMIOYHO

3 GHTUKAPAIONINIHOM | BOBYAKOBMM QHTMKOQryNISHTOM)
Tect Ha BariTHICTb (y XIHOK, SiKi MOXYTb 3aBariTHITH)
Bu3HaueHHS HASBHOCTI QHTUHYKNEAPHUX QHTHTIN
MoniMepasHa NAHLIOroBa PeaKLiis 3 METOO BMSBNEHHS

BusnaueHHs pisHs Tpombonoetmy
TlocnigxeHHs piBHs peTUKYNSpHUX TpoMBoLMTIB
Bu3HaueHHs TpombouuT-acouiiosatoro IgG
BcraHosneHs 4acy kposoteui

JocnigxeHHs BUXMBAHHS TPOMBOLMTIB
KomnnemeHt cuposarkm

Ta6nuua 2. BusHaueHHs signosigi Ha nikyeauns ITM (pekomenpauii IWG, 2009)

[MoeHa Bignosiab

Piseb TpomBowmria >100x10°/51y 2 aanizax 3 iHTepsanom >7 awis i BincyTHicTs kpoBoTeY

Bignosigp ., .
TO BiACYTHICTb KPOBOTEY

Pisexb Tpombouutia >30x1 09/n i HOro nigBuLeHHs Binbl HIX yABIYI NOPIBHAHO 3 NOYATKOBMM NOKA3HWKOM Y 2 aHANI3X 3 iHTepBaNoM >7 AHis

Hemae signogigi

Pisens Tpomboumia <30x10% /1 abo Horo ninBMLLeHHS MeHLU HiX y/Bi4i NOPIBHSHO 3 NOYATKOBMM NOKA3HMKOM, 060 HasBHICTL KpoBoTey. Kinbkicts
TpombouuTie Mae ByTH ouiHeHa Agivi 3 iHTepeanom noHap 1 AeHb

Brpara noeHoi signosigi

Piseb TpomBoumria <100x10%/ny 2 ananisax 3 intepsanom noHan 1 geHs i/ abo HaseHicTs kpoBoTEY

Brpara eignosigi

PiseHb Tpombouutia <30X1 09/ n a0 1Oro NiABMLLEHHS MEHLU HIX YABIYI NOPIBHAHO 3 NOYATKOBUM NOKA3HMKOM, aBO HasBHICTb kKpoBoTey. Kinbkicts
TpoM6ouuTie Mae 6yTi ouiHeHa Agivi 3 iHTepBanom noHag 1 AeHb
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Aopocai naujieHTn

Hopocaum 3 yrepliie BcTaHOBIeHUM aiarHo3oMm [TII
HeoOXigHO BuKoHaTH TecT Ha iHdexuito HCV ta BIJI.
IMopanpuri 1adopaTopHi DOCHiAKEHHS MOKa3aHi JIUIIe

Tabnmua 3. OuikyBaHMI Yac O OTPUMAHHS BignoBiai

Antn-D 1-3 3-7 3a HAsIBHOCTI iHIIMX 3MiH (KpiM TpOMOOLMTOIIEHII Ta,
Asarionpui 30-90 30-180 MOXJIMBO, 3a/1i301e(QillMTHOI aHeMii) Y 3araJlbLHOMY aHa-
J1i3i 60 Ma3Ky KpoBi. ¥ MauieHTiB 3 TUTIOBUMU MPOsIBAMU
MR ey 2l ITII mocmimXeHHST KiCTKOBOI'O MO3KY HE € HeOOXiZHUM
[Jlexcameraso 2-14 4-28 HE3aJIeXXHO Bif BIKY.
Enstpom6onar 7.28 14-90 JIikyBaHHSI pEKOMEH/IOBAaHE MPU 3HWXKEHHI PiBHS TPOM-
G 3 27 GoumTis <30x10°/1. o
PexoMeHI0BaHOIO TIEPIIIOIO JIIHIEIO TEparTii € IMPOJIOHTO-
Mpeatisonon 4-14 7-28 BaHMI Kypc KOPTUKOCTEPOIMiB (HATIPUKIIAL, TPEIHiI30JI0H
PuryKcumab 7.56 14-180 y 103i 1 MI/KT niepopajibHO MPOTIToM 21 THS 3 HACTYITHOIO
. MOCTYMOBOIO BiIMiHOI0). AJIbTepHATUBHMMU BapiaHTaMU
Pominnoctum 5-14 14-60 . . . .
JIIKyBaHHS € BBeICHHS iMyHOTJIOOYJTiHY 400 KOPTUKOCTEPOi-
Cnnenexromia 1-56 7-56 liB KOPOTKUM KypCOM (HAIIPUKIIA, IeKCaMeTa30H 110 40 Mr
WeGraam 7-14 7-42 nepopaibHO mpoTiaroMm 4 nHiB). [lepeBary iMmyHOIIOOYIiHY
. MOXXHa HalaBaTH y BUTAAKaX, KOJU HEOOXiTHO TIIBUIIIIE
Binkpuctun 7-14 7-42

30UIBLIMTU PiBeHb TPOMOOLIUTIB. KpiMm TOr0, iMyHOT 100y TiH
BusHaueHHs1 aHTUHYKJIEApHUX aHTUTIJI € AOLIbHUM Jiniie  abo aHTU-D (3a HasIBHOCTI MOKa3aHb) MOXHA BUKOPUCTA-
y BUnagkax cyMHiBHoro niarHo3y ITI1. PyruHHe TecTyBaHHSI  TH Y TMAIiEHTIB, IKUM KOPTUKOCTEPOIAU MPOTUIIOKA3aHi.

Ha HasiBHicTb iHdekii Helicobacter pylori He moKa3aHe. AHTU-D cig 3acTocoBYBaTH 3 00EPEXHICTIO Uepe3 pUUK
V niteit 6e3 KpoBoTEeY a00 3 JIETKUMU KpOBOTeUaMU (TOOTO ~ PO3BUTKY TSIKKOTO TEMOJTI3Y.

TiIBKM 3i IIKIpHUMU MPOSIBAMU — CUHLISIMU Ta METEXisIMU) IMyHOTI100Y1iH BBOJSATD Y 103i | /KT 01HOpa30Bo. 3a He-

MOXJIMBE JIUIIIE CITOCTEPEXKEHHS HE3aIeXKHO Bifl piBHS TPOM-  OOXiZHOCTi BBEAEHHS MOXHA MTOBTOPUTH.

OOLIUTIB. [MauieHTaMm, y IKX He JOCSITHYTA BiAIIOBiAb HA JTiKyBaHHS

V niteit, s1Ki NOTpeOyYIOTh JIiKyBaHHSI, SIK TIEPIIY JIiHil0 Te-  KOPTUKOCTEPOinaMu, peKOMEHJ0BaHa CTUIEHEKTOMisl — Bifl-
parii MoXHa Mpu3HavYaTh iMyHOTJIO0YJIiH B/B OMHOPA30BO  KpuTa abo JiarmapockorniuyHa (ogHakoBo edekTuBHi). [Tepesn
(0,8-1 r/kr macu Tinia) a00 KOPOTKHUI1 KypCc KOPTUKOCTE-  Ofepali€lo peKOMeHA0BaHa BaKIIMHaLlis TPOTH MHEBMOKO-
poiniB. [TopiBHSIHO 3 KOPTUKOCTEPOiTaMU iMyHOTJIOOY/IiH ~ KOBOI Ta MEHIHTOKOBOBOI iH(dekii. Kpim iHbexk1ii, cruieH-
JTO3BOJISIE IIBUIIIE MiABUIIATY PiBHI TPOMOOIINTIB. €KTOMisI aCOLIIOETHCS 3 TAKUMU YCKIATHEHHSIMU, SIK KPO-

JIiTsIM 31 3HUXKEHHSIM BMICTy TeMOTJI00iHy BHACIiIOK  BOTeui, MOTpeda B reperBaHHi KpoBi a00 1l KOMITOHEHTIB,
KpoBOTeY ab0 3 03HAKaMM ayTOIMyHHOTO TeMoJIizy Teparliss  (opMyBaHHS I'pyKi, Mapajiuy HepBiB, a TAKOX iHTpaad10-
aHTu-D He pekoMeHnyeTbcsi. OMHOpa30Be BBEACHHS aH-  MiHaJIbHI caiiKu, 110 MOXYTb MPU3BOAUTHU 10 TPOMOO3Y
Ti-D MoXe mpu3HavyaTUCh K Tepiiia JiHis Teparnii B Rh-  Ta KMIIKOBOI HEMPOXiTHOCTI.

MO3UTUBHUX JIiTeH 3i 30epekeHoI0 cele3iHKo0, SIKi moTpe- 3a HasIBHOCTI MPOTUIIOKA3aHb J0 CIUJIEHEKTOMil abo pe-
OYIOTb JIIKyBaHHSI. LIMIMBY HEOOXiIHO MPpU3HAYATH aTOHICTH PELIENITOPiB TPOM-

V niTeii, y SKUX He OOCITHYTa BiAIIOBiAb HA BBeAeHHs OomoeTuHy. Lli mpemapaTtu Takox MOXHa 3aCTOCOBYBATU
iMyHOII00YJ1iHY, aHTU-D 200 3BMYaliHUX 103 KOPTUKOCTE-  3aMiCTh CIJIEHEKTOMIl B MALli€HTIB, Y IKUX HE OTpUMaHa
poiniB, SIK APYTY JIiHil0 Teparii MOXHa TpU3HAYaTH eKca-  BiJMOBiAb MPUHAKWMHI Ha ONMH KJlac iHIIKUX Mpenaparis.
MeTa30H y BUCOKiil 103i abo putykcumab. Lli npenapatu Y paHaomizoBaHUX KIJIiIHIYHUX JOCHIAXEHHSIX €Jib-
TaKOX MOXHa BUKOPUCTOBYBATU SIK aJIbTEPHATUBY CIlJIe-  TpomOoIMar npoaeMOHCTPYBaB e(DEKTUBHICTh Y MalliEHTIB
HEKTOMii a00 3a BilCYyTHOCTI BiJIMOBi/li HA CIIJIEHEKTOMIil0. 3 MepcucTyodoto ado xpoHiuHotw ITII 3i 306epexeHoto abo

CruteHeKTOMisl peKOMeHI0BaHa [iTSM i TTiTKaM 3 Xpo-  BUJAJeHOIo cefie3inkorw. [Ipenapat 1o6pe nepeHoCUTh-
HiyHo10 a60 nepcuctyrouoto ITII, siki MaroTh TSOKKi Ta yacTo ¢, HebaxkaHi peakilil 3a3BUYail MaloTh JIETKUIA XapakTep.
MOBTOPIOBaHi KPOBOTEUi, HE BilMOBina0Th Ha (hapmakoTepa-  [licyisg panToBOi BiAMiHU eJIBTPOMOOIIary MOXIUBUM periu-
Mito (IMyHOIIOOYJTiH, KOPTUKOCTepOinn, aHTU-D) abo moraHo ~ AMB TPOMOOLUTOIEHIT 400 TUMUYACOBE TMOTiPIIEHHST CTaHY
ii mepeHocsATh, a00 MOTPeOYIOTh MOKPAILIEHHS SIKOCTI XKUTTS.  MAaLliEHTIB, TOMY MTPOTSITOM 1IbOTO TMepioay HEOOXiTHO OYTU
SIKII0 116 MOXKIIMBO, CIUIEHEKTOMIIO CIIiJ BiIKJIACTH IpPU-  HACTOPOXEHUM II0I0 PO3BUTKY KpoBoTed. KpiM Toro, cJIin
HaliMHi Ha 12 Mic Bil TOYaTKy KOHCEPBATMBHOTO JIIKyBaHHS.  MEPIOJUYHO KOHTPOIIOBATH (PYHKIIiI0 MEYiHKU.

Heimynizosani aitu 3 ITIT B aHaMHe3i MTOBUHHi OTpUMaTH AJIBTEpHATHBOIO aroHicTaM PeLenTopiB TPOMOOTIOEHTH-
Mepuly 103y BaKLMHU MPOTU KOPY, KPACHYXM Ta MApOTUTY  Hy B APYTili JiHil Teparii € putykcumao. [Tpote uepes 1 pik
(MMR) 3a rpadikom. VY miteit 3 ITI, aKi Bxke oTpuMaau  JTiKyBaHHS CTiliKa BiIlIOBinb JocsTaeThes nuiie B 30% ma-
nepiry n1o3y Bakiumau MMR, pekoMeHIoBaHO BU3HAYMUTUA  III€HTIB, YaCTOTA JOBIOCTPOKOBOI BiIIOBiIi KOJIMBAETHCS
BaKIIMHHI TUTPH. Y pa3i moBHOTO iMyHiTeTy (90-95% miteit) Bix 18 mo 35%.

rmofablin 7031 BakuH MMR He BBOASTE; B iHIIIOMY BH- ITamienTaMm, SKi IIepeHECIN CIJIEHEKTOMIIO, ITOIaIb-
MMagKy IUTUHY CJIil BAKIIMHYBATHA IIOBTOPHO B PEKOMEHIO- Il JIIKYBaHHS ITOKa3aHe JIMIIE y pa3i piBHI TPOMOOLIUTIB
BaHOMY BIlIi. < 30X109/J'I.
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Baritni 3 ITII y nepuwiii fAiHii Tepanii MOXyTb OTpUMYBaTH

KOpPTUKOCTEPOiIK 2060 iMyHOr100y1iH. Criocid po3pomaxKeH-
H$1 O0MPalOTh 3aJIEXKHO Bijl aKyIIEpCbKUX TTOKa3aHb.

IMamientam 3 ITII, aconitioBanoio 3 HCV-iHdexuieo,
3a BiZICYyTHOCTI TIPOTUTIOKA3aHb PEKOMEHIOBaHA IIPOTUBIPY-
cHa Teparisi. [TpoTe HEOOXiTHO KOHTPOJIIOBATH PiBEHb TPOM-
OOLIMTIB Yepe3 pU3UK MOTIUOJeHHSI TPOMOOLIMTOTIEHIi BHAC-
JIIOK JliKyBaHHS iHTepdepoHOoM. AKII0 MoKa3aHe JiKyBaHHS
ITTI, nepiioto JiHi€0 Tepallii € BBeACHHS iMyHOTJI00YTiHY.

[Tauienram 3 BIJI-iHdexuieto Ta ITTI nepen iHImM Jliky-
BaHHSIM peKOMEHIOBaHA aHTUPETPOBIpYCHA Teparis (KpiM
BUMAJKiB, KOJIM iCHYE BUCOKMI PU3UK PO3BUTKY KPOBOTEYi).
Ilepuoto niniero ITIT y Takux XBopux Moxe OyTU BBe-
JEHHSI KOPTUKOCTEPOINiB, iMyHOII00YIiHY a00 aHTu-D;
3a BiICYTHOCTI BilIIOBii TPOBOISATH CIUIEHEKTOMIIO.

[TauienTtam 3 ITTI, Ki MOXYTb OTPUMYBAaTH aHTUXENi-
KOOaKTepHY Tepallilo, peKOMEHIOBAHUI CKPUHIHT iH(pEeK-
wii H. pylori 3 momanpIiuM MpU3HAYEHHSIM BiIIIOBiIHOIO
JIiIKyBaHHSI B pa3i MO3UTUBHOTO PEe3yJIbTaTy.

Hosi nigxogu go nikysanng ITN

3 vacy nyoustikanii pekomeHaaiiit ASH Oyna mpoBeneHa
HU3Ka JOCHiIKeHb, Y SIKMX OLIIHIOBAJIM HOBIi CTpaTeril JIiKy-
BanHs ITII B mopocnux maimieHTiB.

Y panaomizoBaHOMY JOCITiIKEHHI OyJ1a MPOJIEMOHCTPOBAHA
BUIIIA €(heKTUBHICTh BUCOKOIO30BOI MyJIbC-TePalTii AeKcaMe-
Ta30HOM (TepIiia JiHisl JiKyBaHHsI) MOPiBHSIHO 3i CTaHIApT-
HOIO CXEMOIO 3 IIPEAHI30I0HOM. Y iHIIMX JOCIIKEHHSIX O~
BaHHSI pUTYKCHMMaOy J10 IeKCaMeTa30HY ITiIBUILLYBAJIO YacTOTY
peMicii y marieHTiB uepe3 6 Mic Ta 1 pik, IpoTe 11e JocITaaoch
LiHOIO BUIIOI YacToTh Hebaxkanux sy 111 i IV ctymens.

VY 11e ogHOMY TOCITiIKEHH] Y TALIiEHTIB 3 YIIEpILe AiarHOC-
toBaHoto ITII oniHioBanM e(PeKTUBHICTH BUCOKOIO30BOL
Teparii 1ekcaMmeTa3oHoM (4 Hi) 3 TOJAbIINM JIIKYBaHHSIM
easTpomborarom y 1o3i 50 Mr/mody 3 5-ro mo 32-ii 1eHb.
Yepes 6 mic piBeHb TpoMGouuTiB >30x10%/1 BU3HAUaB-
cs1y 75% nariienTis, yepe3 1 pik — y 67% marieHTiB.

[TpoTsirom GaraTbox poKiB CTaHAAPTHOIO IPYTOIO JIiHIEI0
JIIKYBaHHS 3ajMuianacs cruieHeKToMis. [Tpote Helonas-
HE JOCHiIKEHHS TT0Ka3ajo, 10 110 Ofepallito MPOBOASITh
MeHIIe Hixx 25% maiienTiB. Yepe3 pu3uK mpueTHaHHS iH-
exuiit (migBuieHHs B 5-30 pasiB y nepiii 90 gHiB 3i 30epe-
SKEHHSIM 3HAYHO TTiIBUIIIEHOTO PU3UKY PO3BUTKY iHBa3MB-
HUX iH(EKIIiil i cercucy MpoTsATOM XUTTS), PU3UK BU-
HUKHEHHS TpoM0603y (>30 pa3iB MOpiBHSIHO 3 3arajlbHOIO
TOIYJISILIE0), JIETEHEBOI TiMepTeH3ii Ta micjasonepauiiHuX
YCKJIaIHeHb CIJIEHEKTOMIilO BCE YacTillle 3aMiHIOIOTh ajlb-
TEPHATUBHUM JIiKyBaHHSIM.

Putykcumab y apyriii niHii Tepamnii, Ha XaJib, He 3a0e3-
Mevye N0CTaTHbO BUCOKY YacTOTY JOBIOTPUBAJIOL peMicil
(20% gepe3 5 pokis mopiBHIHO 3 60-70% TS CIIIIEHEKTOMIT).
JesskuM TmalieHTaM 3 IT0YaTKOBOIO BilTIOBIAMI0 Ha pUTYKCH -
Ma0 MOXHa BBOOWUTU HACTYITHI AO3U, IIPOTe e(DEKTUBHICTh
i 0e3Iexa Takoro ITiIX0ay He BUBUYCHI.

OcTaHHIM KIIHIYHUM JOCITHEHHSIM, IO 3MiHWJIO CTaH-
JIapTy Apyroi aiHii Tepamnii xBopux Ha ITTI, cTano 3acTocy-
BaHHS aHTATrOHICTIB peuenTopiB Tpomoomnoetuny (TIT10O).
EnbTpoMOomnar — HU3bKOMOJIEKYJISIPHUI HEeNEeNTUAHUIA
aronict peuentopis TIIO s nmepopajibHOTO NIpUiOMY,
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CXBaJIEHWIA JU1s1 JTIKyBaHHSI MALIIEHTIB BiKOM Bif 1 poky 3 Xpo-
HiuHoto ITII, mamieHTiB 3 xpoHiuHMM rematurom C Ta TpoM-
OOLIMTOIEHIEI0, a TAKOX TAIIEHTIB 3 aTUIACTUYHOIO aHEMI€EI0
3 HEJOCTATHHOIO BiAIOBINIIO Ha iIMyHOCYIIPECUBHY Tepallilo.
EnsTpombOorar 3B’13yeThCs 3 TpPaHCMEMOpPaHHUM JOMEHOM
peuenropa TTIO, 1o akTuBye npoJidepallito Merakapioum-
TiB i3 KJITUH-TIONIEPEAHUKIB Y KiCTKOBOMY MO3KY Ta 3pelil-
TOIO IIABUIIYE PiBHI TPOMOPOIIUTIB.

MeTtaaHani3 6 paHIOMi30BaHMX KOHTPOJbOBAHUX JOCTi-
JKeHb MoKa3aB, 110 eJIbTpoMOoIar 3Ha4HO MiABUIILYE Pi-
BEHb TPOMOOIIUTIB i 3MEHIITYE PU3UK PO3BUTKY KPOBOTEY.
PiBenb TpoMGoLuTiB >50x10%/1 mixTpumyBascs y >80% ma-
LIEHTIB, HABITh CEPel XBOPUX 3 BUCOKOIO PehpaKTEPHICTIO
JI0 TIOTIePEeTHbOTO JIiIKYBaHHSI.

Aocaiaxenns EXTEND

V nocaigpxenni 11T dasu EXTEND (Eltrombopag
Extended Dosing) BuBYaJIM MOKa3HUKMU Oe3MeKu, mepe-
HOCUMOCTI Ta e(heKTUBHOCTI TPUBAJIOI MiATPUMYBAIbHOI
Teparii eIsTpoMOonaroM. Y JOCTIIKEHHS BKJIIOYAIN I1a-
ieHTiB 3 XpoHiuHoto nepBuHHOW0 ITII, sKi 3aBepiunIn
y4yacTb B OJJHOMY 3 MOTEPEAHIX TOCTiIKEeHb eJIbTpoMOoTIary:
IBOX 6-THXKHEBUX i OTHOMY 6-MiCSTIHOMY PaHIOMi30BaHUX
MOABIMHMX CIIINUX IUIa1e00-KOHTPOIbOBAHMX JOCIIIKEH-
Hax (TRA100773A, TRA100773B ta RAISE) i Binkpu-
TOMY IOCHiIKeHHi nepeMixkHoro no3yBaHHs (REPEAT).
Kpurepisimu yyacti B LMX AOCHiKEHHSIX Oy XpOHiUHa
ITIT (TpoMGOLIUTOTIEHIST TPUHANMHI IIPOTSITOM 6 Mic), He-
JIOCTaTHS BiAIIOBiIb X04a O Ha ONMH IOIIEepeIHill BapiaHT
JiKyBaHHS Ta piBeHb TpoMOoLuTiB <30x10%/1 (<50%x10%/1
y nocrmimkenHi REPEAT).

VY nocnimkents EXTEND naOupanu maiieHTiB He3amex-
HO Bif piBHs TpoMOouwuTiB. [lamienTiB i3 BropuaHoio ITII
a00 HeNepPeHOCUMICTIO eIbTpoMOonary B aHaMHe3i BUKJTIO-
yasy. [TpoTsroM yacy A0CHiKeHHS He T03BOJISLIOCh 3aCTO-
COBYBAaTH HECTEPOIIHI MPOTU3aNaIbHI TIpernapaTu (30Kpema
acCIipyH Ta iHIIi caliluiaaTh), po3yBacTaTUH, MpaBacTaTHH,
AHTUKOATYJISTHTH, XiHiH 1 pOCIMHHI Ji€TUYHI J00aBKM.

ITouaTkoBa n03a easrpombonary craHosuia 50 mr 1 pas
Ha JeHb; 3aJIeKHO Bill piBHS TPOMOOLIUTIB J03Y MOXHA
OyJI0 3MEHILUTU 10 25 Mr/neHb (abo piniie) abo 30inbim-
TH 10 75 MT/JeHb.

JlocmikeHHS cKiamanocs 3 4 crafiid.

Crazis 1: moyaTtok npuiiomy ejabTpoMbonary B 103i
50 Mr/neHb 3 TOJANIBIIO TUTPALIIEIO 03U ISl BAZHAYEHHS
TaKoI, sIKa ITiABUIIIIA PiBEHb TPOMOOIIUTIB 10 2100><109/J1.

Cragis 2: 3HIDKeHHST 1031 a00 BigMiHa CYITyTHIX IIpernapa-
TiB 111 HikyBaHHs [TTI 3 minTpuMaHHSM piBHS TPOMOOLIUTIB
>50x10%/11 32 JOTIOMOTOIO eILTPOMOOTIATY.

Cragist 3: TUTpaList 1031 eNBETpoMOoIary 40 MiHiMaIbHOI,
HEOOXiTHOI IS IMATPUMAaHHS PiBHS TPOMOOIIUTIB 250><109/JI
3a MiHIMQJIbHOTO 3aCTOCYBaHHSI Oyb-sIKMX iHILIKX Mpernapa-
TiB ms aikyBanHs ITII.

Cranist 4: MOHITOPUHT Oe3rneku Ta e(heKTUBHOCTI €Jib-
TpoMOornary B MiHiMaibHiit e(heKTUBHIi 103i.

Hocaimxkeans EXTEND mouanocs y uepBHi 2006 p.
i 3akiHumsiocs B aumnHi 2015 p. Cepennst tpuBanicts [TTI
JI0 BKJIIOUEHHS B IOCTiMKeHHs cTaHoBMmIa 58,8 Mic (Bim
9 mo 552 mic). Ha MoMenT BKioueHHS 33% y4acHUKIB
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OTPUMYBAJIN CYIyTHI Tipemapatu a1 aikyBaaHs 1TIT, 38%
TTepeHec N CTUIeHeKTOMiTo i 70% Manu To4aTKOBHiA piBeHb
tpoMm6GouuTiB <30x10%/1. o niKyBaHHS el1BTPOMOOMAroM
Half9acTillie 3aCTOCOBYBaIM KopTuKocTepoinn (81%), imy-
HOT100YyMiH (46%) Ta putyKcnmab (23%).

3 302 movaTKOBO BKITIOUEHUX TAItieHTiB 135 (45%) 3aBep-
I DOCTimKeHH i 167 (55%) BUOYIM 3 HHOTO JTOCTPOKO-
B0O; 60% TaIieHTiB OTPUMYBAIN eIBTPOMOOTIAT TTPIHANMHI
TIpOTSITOM 2 pOKiB, 35% — npuHaiiMHi 3 poku. [TpranHaMu
JIOYACHOTO BUXOY 3 JOCITIIKEHHS Oy/IM BUHMKHEHHS HeOa-
xaHux Byl (14%), pitrenHs nartienTa (13%), HemocTaTHsI
edexTuBHicTh JiKyBaHHS (11%) Ta inmi mpuanau (13%).
Haituacrimmmuy HebGaxkaHUMU SIBULLIAMU, 10 CTaJIU TIPUYK-
HOIO BiZIMiHU JIiKyBaHHSI, OyJii rernaro0iliapHi MOpyLIeHHs
(16 mopiit y 7 mauieHTiB), KatapakTa (4 mofii y 4 malieHTiB)
i TpoM003 rIMOoKKX BeH (3 Tofii y 3 mallieHTiB).

3aranom y 259 (85,8%) martieHriB Oyia oTpuMaHa Bij-
MOBiJb Ha JiKyBaHHS (IOCSTHEHHS PiBHSI TPOMOOILIMTIB
>50%10%/1 3a BiZCYTHOCTi 3aCTOCYBAaHHSI «PSATiBHOI» Te-
parii). Yacrora BinmoBiai Oyia melio HUXKYOIO y Ialli-
€HTIB 3 OiblI HU3BKKUM TMOYATKOBUM piBHEM TpOMOO-
uuTiB (<30x10%/n —y 81,5%; 30-50x10%/1 —y 98,1%:;

>50x10%/1 —y 92,3%), 3 BUnajeHolo cenaesinkoio (80% vs
89,3% 3i 30epexxeHoI0 cele3iHKoI0) ab0 TaKuX, SIKi paHiIe
OTpUMYBanu >4 mpemapariB ms gikyBanasa 1TIT (79,6%
vs 90,5% nis malieHTiB, Ki oTpuMyBanu 1-3 mpemnapa-
™). Cepel Malli€HTIB, Y SKUX TOCITHYTO 3pOCTAaHHS PiBHS
TpOMOOILIUTIB 250><109/J1 y HOIepeaHbOMY HOCIIIKEeHHI
eapTpoMboIIary, 92-96% 3HOBY IMPOAEMOHCTPYBAJIN IO
BimmoBinb y mociimkenHi EXTEND.

CepenHiii piBeHb TPOMOOUMUTIB MiABUIIYBaBCSI
10 >50x10%/1 Bxe 4yepe3 2 TUKHI JIIKYBaHHS i 3aMu1IaB-
csl TakuM TpoTsiroM 250 TUXHIB JikyBaHHS (puc. 1A).
IloHan moyioBMHA MALli€HTIB, SKi TJOCITIN PiBHSI TPOMOO-
mmTiB >50x10%/n (133/257; 52%), Manu cTabinbHUIf piBeHb
TpoMGoLUTIB >50x10%/11 (60 36iabLIEHHS BABIYi TOPIBHIHO
3 IOYATKOBUM piBHEM) MPOTATOM IPUHANMHI 25 TUKHIB
3a BiICYTHOCTIi ITOTPeOU B «pATiBHIili» Teparii. 183 (71%)
MmauieHTy 3 257 gocsarIm cTabiIbHOTO PiBHS TPOMOOIIUTIB
>30x10%/n1 6e3 3acTOCYBaHHS «pATIBHOI» TepaTlii yIpOI0BXK
upboro mnepiony (puc. 1b). Cepen 101 maiieHTa, ski Ha Mo-
4JaTKy oTpuMyBaiy inme JikyBanas ITI1, 34 (34%) moBHi-
CTIO TIPUTIMHUIIN 3aCTOCYBAHHS MPUHANMHI 1 CYITyTHBOTO
TIpeTapary.
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TuxHi cTivikoi Bignosiai
BCbOTO, N 301 298 289 281 271 263 261 259 257
350x10%/n,n 237 211 186 172 159 155 146 142 133
330x10%/n,n 263 243 226 218 210 202 195 192 183

TuxHi

= >30x10%/n
250x10%/n

228 231 234 237 243 252 265 278 291 2104

252 248 242 239 232 221 210 204 198 185
131 126 118 107 94 85 63 56 46 37
175 169 169 165 158 149 131 120 108 93

Puc. 1. 3miHa piBHs Tpom6ouuTie y gocnipkerHi EXTEND.
A - cepepHs KinbKictb TPOMGOLMTIB YNPOAOBXK AOCNIAXEHHS.
B - TvKHi 3i cTiliKol0 BIANOBIAAIO HA NiKYBAHHS (piBeHb TPomGoumTie >30 a60 250x10°/n 30 yMOBM NPUHAIMHI NOABOEHHS NOPIBHSIHO 3 NOYATKOBUM
NOKA3HWUKOM Td 3 BiiCYTHOCTI 30CTOCYBAHHS «PATIBHOI» Tepanii)
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n a Taxkictb 3a wkanoto BOO3
60 — 21 lpyna 1 2 3
] Micns cnnenekTomii | | |
50 12 bes cnnenekTomii .
32
< 40 —
i 0 42 N . 7 .
€ 30 Lz 5 18
20 | a “ g 2
18 8 4 20 2
4 15 4 15 14
10 - 11 “ 11 3 n
6
0 3
Ha novarky 13 26 39 52 65 78 91 104 117
TuxHi
Mauientn 3 oujHeHo KpoBOTEYEID, N
Micns cnnenekTomii 115 75 56 37 27 37 25 21 17 18
B 187 106 70 52 53 39 36 35 41 29
€3 CrNEHEKTOMII

Puc. 2. Yacrora kposoteu (3a wikanoio BOO3) y pocnigxenti EXTEND go 17-ro TvXKHS NiKyBaHHS

Mo nikyBaHHS eJ1bTpOMOOIIaroM CUMITOMU KPOBOTEYi
crioctepiramm y 171 (57%) nattienTa; 9epes 1 pik 1ieit mo-
Ka3HMK 3HU3MBCS 10 16%. [1poTsiroM A0C/iIKEeHHS 4acTOTa
KPOBOTEY 3HAYHO 3HMKYBAJIACh SIK Y XBOPUX, SIKi ITepeHecIn

A
1,00 4 +Mopgii  —— Enstpombonar
0,98 4
2 0,96 4
=
s 0,94 +
K=
[-=]
0,92 4
0’90 B T T T T T T'” T T — T - T
0 12 24 36 48 60 72 84 96 108
Micsui
KinbkicTb navjieHtis 3 pusukom
302 216 176 103 72 32 18 8 1 0
b
1,0 4
+Mogii ~ —— EnsTpombonar
£ 09 |
=
2
[-=)
08

0 12 24 36 48 60 72 84 96 108

KinbkicTb navjientis 3 pusukom

302 195 154 88 58 23 12 7 1 0

Puc. 3. Yac go HacranHs nepuuoi nogii.
A - Tpom6oem6oniuHi nogpii.
b - BigxuneHHs na6oparopHux renarobiniapHUx NOKA3HMKIB

20

CIUIEHEKTOMIIO, TaK i B IMAIliEHTIB 3i 30epeKeHOI0 CeIe3iH-
KO0, TIpY LIbOMY TIepeBaXkHa OiIbIIICTh KPOBOTEY Maslu
Jnerkuit xapaxkrep (1 abo 2 ctynmiHb 3a mkaiow BOO3;
puc. 2). YacrtoTta KpoBoTeu 3-4 CTyIneHs CTaHOBUJIA JIUIIIE
4,01 Ha 100 Tuc. mauieHTiB Ha piK. 3a 1IKaJ0I KPOBOTEY
IBLS GinpuricTs mamieHTiB He MaJIv KOTHUX KPOBOTEY.

CepeHst TpUBAJTICTb TPUAOMY eJbTpoMOOTIary CTaHOBMIIA
2,4 poky (Bin 2 aHiB 10 8,8 poKy). 3MiHM 103U a0O YacTo-
TU 3aCTOCYBaHHS Mpernaparty norpedybamu 94% naiieHTis.
Hanpukinii gociimkeHHs OiIbIIiCTh MalliEHTIB OTPUMYBa-
nm ensTpoMbotnar 50 mr/nens (23%) abo 75 mr/nens (39%);
108 martieHTiB (36%) TipuitMany Tiperapar y mepeMizkKHOMY
pexumi (25 Mr yepe3 AeHb a0 pialie).

Haiituactimmmy HeOaxkaHUMM MTOAIIMU OyJIM TOJIOBHUIA
0i1b, Ha30(DapUHTIT Ta iH(hEKIIIT BEpXHiX TUXATbHUX ILLISIXiB.
Binburicts noaiit Manu gerkuit xapaktep (1 a6o 2 CTyIiHb).
BaxxinBo 3a3HAaYMTH, 1110 BipOTiAHICTh PO3BUTKY TPOMOO-
eMOOJIIYHMX MOIii i BiAXUIeHHS J1a00paTOPHUX IeIraTooi-
JliapHMX MOKA3HUKIB 3HAYHO 3MEHIIyBajacs Mmicis 1 poky
JIiKyBaHHSI eJisTpoMOoriarom (puc. 3).

Takum ynHOM, Hocaimkennsa EXTEND noka3zano, mo miarpu-
MyBaJIbHA Tepamis eJITPOMOoNaroM € e)eKTHBHOIO, Oe3mey-
HOIO i T00pe MepeHOCHTLCA HABITh 32 TPHBAJIOTO (MPOTATOM
POKiB) 3aCTOCYBaHHS Ipenapary. Y NaLi€HTIB 3 XPOHIYHOIO
ITII, y sIxux He OTpHMAHA BiANOBIIb HA NONEPEIHE JIKyBAHHS,
MPHIOM eJIETPOMOOTIAry CTPHUSAB MiATPUMAHHIO PiBHSA TPOM-
OOLMTIB Y TeMOCTATHYHOMY JiANAa30Hi, 3MEHIIEHHI0 YACTOTH
KPOBOTEY i OTPEOH B 32aCTOCYBAHHI CYNMYTHIX Mpenaparis.

Migrotysas Onekcivi TepeLjeHKo

binbwe marepianis
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®D. Wainnbepr, signineHHs rematonorii, Hospital A Beneficencia Portuguesa, m. Can-lMayny, Bpasunis

AKmusHicmb enmpombonazy npu MAKKID

annacmuyHii aHemil

Mpotarom 6ararbox pokie 3ycunns 3 po3po6sieHHS HOBUX, He NMOB'A30HMUX i3 TPAHCMJIAHTALIEI0 METOAIB NiKYBAHHS
TKKOI annacruyHoi aHemii (TAA) 6ynu ckoHUEeHTPOBAHI Ha iHTeHcuikauii imyHocynpecusHoi Tepanii (ICT).
AopasaHHsg uuknocnopuHy A (LicA) go aHtutumouutapHoro rno6ynivy (ATrl) 36inbLyBasno YACTOTY reMaTosnoriyHoi
Bignosiai (YrB) 3 40-50 po 60-70%. Haii6inbw BuBueHui ATl — e npenapar KiHCbKOro iMyHorno6yniHy, Skuii BUSBRSIE

nuwe nomipHui imyHocynpecusHui edekr. Lle fo3Bonuno npunycrut moXknueicrb iHTeHcudikauii iMyHocynpecii
LINISIXOM AOAABAHHS TPeTboro npenapary Ao kiHcbkoro AT /LicA a6o 3aminm KiHcbkoro ATI areHTamm 3 BULLLOIO
nim$poLUTOTOKCMYHOIO OKTUBHICTIO, K-0T Luknodpochaminom, kponsuum ATl a6o anemtysymabom.

Brim, y mpocneKTUBHUX JOCiIKEHHSIX 15 TirmoTre3a
HEOUiKyBaHO 3yMOBWJIa HETaTUBHI pe3y/ibraTtu. [0J10BHO0O
KiHLIEBOIO TOUKOIO y AociiaxkeHHsx oyna UI'B, sika € nio-
TY>XKHUM MapKepoM BukuBaHocCTi mpu TAA. logaBaHHS
MikodeHoaTy, a Mi3Hille CUPOoJIiMyCy He IMigBuIlyBa-
Jo YI'B. ITponoBxeHHs nikyBaHHs LICA 3 mocTymoBum
3MEHIIEHHSIM JIO3M ITiCJIsT CTAHAapTHUX 6 Mic Tepartii Ta-
KOX He BruMBajio Ha YI'B i He naBano 3Moru 3anooirtu
peunauBaM. 3aMiHa KiHcbkoro ATT Ha nmmkmodocdamin,
kpossguunii ATT ab6o anemTy3ymad Oyja HEyCIillIHOIO Yye-
pe3 MigBUIIeHY TOKCUYHICTB Ta/a00 Hikuy YI'B. Ha min-
CTaBi LIUX AOCIiIKeHb OyB 3p00JeHUIA BUCHOBOK, 1110 ICT
JIOCSITJIa CBOi BEpXHbOI MEXi, i CTAaHAAPTHUM iMyHOCYTIpe-
CUBHUM pexXxnuMoM Tipu TAA 3aauimmiancst KoMOiHalLis
kiHcekoro ATT Ta LIcA.

IMpwunnm BincyTHOoCTi Bigmosini Ha ICT mpm TAA
JI0 KiHILIg He 3p0o3yMiJli, MpoTe, HallBipoTiaHille, BOHU
MOJIATal0Th Y TOMY, 1110 ayTopeakTuBHi T-miMdouutu,
aki Buxunu micas ICT, 3aBaxkaioTb pO3BUTKY KJIi-
TUH-TIONIepeTHUKiB. Ha xanb, cmpobu cTUMYJIIOBaH-
HST KOMITAPTMEHTIB KIIITUH-TIONIePEeIHNKIB (haKTOpaMu
POCTY, 30KpeMa €pUTPOIIOETUHOM, I'PaHyJIOLUTAPHUM
KOJIOHiecTUMYTOBaIbHUM pakTopoM (I'-KCD), dak-
TOPOM CTOBOYPOBMX KJIiITUMH Ta iHTepJieiiKiHaMu, Oyau
HeBaanuMu. [TpubanszHo 10 pokiB ToMy I JTiKyBaH-
HST iIMyHHOT TPOMOOLIMTOIIeHii Oy CXBaJieHi arOHICTH
penenropiB TpoMbomoeTuny (TI1O), IKi cTUMYITIOIOTH
MPOAYKIIil0 TPOMOOLIUTIB 3 Merakapiouuris. i npena-
patu 3a0e3neyvyBajiu IBUIKE BiTHOBAEHHS PiBHS TPOM-
OOLMTIB Y OiLTBIIOCTI BUMAAKIB pedpakTepHOi iMyHHOI
TPOMOOILIMTOIIEHi]I.

Cnouatky BBaxanocs, 1o TIT1O gie mepeBaxkHo Ha Me-
rakapiouMTH i CTUMYJIIOE TpoMOoLuTonoe3. Ili3Hilie
Oynu oTrpuMaHi cBimueHHs, mo TI1O Takox Bimirpae
BAXJIMBY poJib Y IpoJidepalii Ta miaATpUMII CTOBOYpO-
Bux KJiTuH. [To-nepiue, Ha BinMiny Big [-KC® Ta epu-
Tpornoetuny, peuentopu TIIO ekcrpecyloThbesl y reMo-
nmoeTnuyHUX cTroBOYpoBux KiitnHax (I'CK). ITo-gpyre,

3nopee . Ykpainu

B eKCIIepMMEHTaJbHUX TOCTiIKEHHSIX HOKAyTyBaHHS
reHa peuernropa TITO cynmpoBomKyBanocst 3HAUHUM 3HU-
sxeHHIM piBHS ['CK. ITo-tpete, TITO pazom 3 iHmmMn
dakTOopaMu pocTy i iHTepJeiKiHaMU IIMPOKO BUKO-
PUCTOBYETBCS IS CTUMYJISILIII KYJITYPU CTOBOYPOBUX
KJiTUH in vitro. I1o-4yeTBepTe, NMpu aMerakapiouurap-
Hilt TPOMOOLIMTONEHII, pinKicHi (opMi HETOCTATHOCTI
KicTKOBOro M0o3KYy, myTaiii peuentopa TITIO (c-MPL)
MMPU3BOIATH IO MAHIUTOTIEHI] i TskKoro nedinnty 'CK.
Otxe, TITO-MiMETHKH TEOPETUYHO MOXKYTH ITOKpAIIyBa-
TH (PYHKILi10 KiCTKOBOIO MO3KY MPM arTaCTUYHIN aHeMil
Ta acolliloBaHuX cTaHax. Pi3ke minBUIIIEHHST CUpOBAaT-
KoBoro piBHs eHaoreHHoro TIIO y mauieHTiB 3 TAA
HAIITOBXHYJIO Ha AYMKY PO Hee(heKTUBHICTh LILOTO
nigxony. [Tonpu e, ensrpomMOoONar ik MOHOTEparlisl y 10-
CIIIXKEHHSIX 3 €CKaAIli€l0 TO3K IIPOAEMOHCTPYBAB aK-
TUBHICTb y MauieHTiB 3 TAA, pedpakrepHux 1o ICT, o
JIajio MiacTaBu JUIsl ioro BUBUYeHHS B KoMOiHauii 3 ICT
y 1-i niHii Teparii.

Enbm pomGonpaz npu pedipakmepniii TAA

IIIo6 momosaTv MiABUILEHHS CUPOBATKOBOIO PiB-
Hs eHgoreHHoro TITO i moTeHUiiHY Pe3UCTEHTHICTh
1o TIO-mimeTnuHoOI Tepamii, y nocaimkenHi 1/11 pasu
03U Yy TAlli€HTIB, Y IKUX HE OTpMUMaHa BilNOBilb
Ha mouatkoBy ICT, no3y enbrpombomnary 30iJbIITyBa-
g 3 50 o 150 Mr (Ha 25 MT Yyepe3 KOXHi 2 THXHI).
IemaTooriuna Binmosiob Oyia nocsaruyta y 44% naiieH-
TiB. YacToTa KJIOHAJAbHOT €BOJIOLIi1T Y LIbOMY Ta HACTYM -
HUX MOAIOHMX AOCTimKeHHAX cTaHoBuaa 15-20%, 1o
BiAMoBifga€e icropyyHOMY KOHTpoJito. [IpumiTHO, 110
OLIBILIICTL aHOMAJIili KapioTUITy PO3BUHYJIACS PaHO,
3a3BMyYail y mepiui 6 Mic Big mo4yaTky JIiIKYBaHHS.
Ensrpombonar no0pe nepeHoCuBcsl, OCHOBHUMM He-
OakaHMMMU ToAisSIMU OyIY iH(MEKLil BEpXHiX AUXaTbHUX
LLJISIXiB, JIMXOMaHKa i M’130BO-CKeJIETHUI Oinb. Y ne-
SIKMX MALi€EHTIB 31 MOTY>KHOIO reMaToJIOriYHO0 BilMo-
Bijato mpenapar BiIMIHSUIM 31 IUBUAKUM 3MEHILEHHSIM
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Puc. MponoHoBaHi mexaHi3mu, 3aBASKM SKMM enbTpomGonar NoKpdaLLye reMonoes Npy annacTUYHii aHemii

JIO3M, i B OIJTBIIIOCTI TAKMX XBOPUX PEIIMAMBY He BifOyBa-  34aTHOCTI eJTLTPOMOOIIAry BiZTHOBIIOBATH BCi JTiHIT KIITUH

Jocs. Pe3yabTaTv IUX JOCHIIKEHb CTAIM MiACTaBoo Ad  KpoBi. Lle Moxe OyTh 3yMOBJICHE HAsSIBHICTIO B €J1LTPOM-

CXBaJICHHS eJbTpoMOoTary s 3aCTOCYBaHHSI y MOHO-  Oomary iHiuMx, He noB’sg3aHux 3i ctumyssiieto 'CK,

Teparii mauieHTiB 3 TAA Ta HeIOCTaTHHOIO MTOYATKOBOIO ~ MEXaHi3MiB Jii.

Binnosigmio Ha ICT. V nauieHTiB 3 TAA po3BUBaIOTLCS XapaKTepHi iMyHHi
3arajioMm y pa3i mpu3HaYeHHs eabTpoMOomary B 2-if  mopyiieHHs, 30kpema aediunt T-rimdouuTis, HamMipHa

niHii Tepanii UYI'B ctanoButh 40-50%. OnTUManbHOIO — €KCIIpECcis mpo3alalbHUX HUTOKIHIB Ta acOLif0BaHUX

IMOYATKOBOIO J03010 € 150 MT MpOTIroM Mmepiux 6 Mic. oinkiB (TH1 i TH17), migBuieHa cekpelis iHTepieii-
KiHy-2, iHTepdepony-y (IFN-y) ta dakropa HEKpO3y
EnbmpomGona2 y kom@inauii 3 1ICT y 1-ii ninii mepanii nyxnHu (TNF), a TakoxX eKcrmaHcist OJlirOKJIOHAJIbHUX

Hactynnuwm etanmom BUBYeHHS enbTpoMbonary ipu  CD8+ nurorokcnuynux T-niMboruTiB. EnsTpombomnar
TAA crtanu gociaXeHHs, B SIKMX MOro MOEIHYBadd MOXe IpsIMO ab0 OrmocepeaKoBaHO 3MEHIITYBaTH 11i 10-
3 HaMOIIBII aKTUBHOIO cxeMOoIo TTpu TAA — KiHCBKMM  pyIIEHHS HIJISXOM ITiIBUIIEHHS PiBHIB peTyJISITOPHUX
ATT/IIcA — y 1-ii nmiHii Tepamii mamieHTiB, KoTpi He Oyimu  B- i T-miMdbounTiB, cTUMYIALLI ceKpelii TpaHchopMy-
KaHAUJaTaMy Ha TpaHCIUIAHTAllil0 KiCTKOBOTO MO3KY  BaJibHOTO (hakTopa pocty-B (TGF-B), npurnideHHs mu-
(uepe3 BiICYTHICTb IOHOpPA, BiK, CYIyTHi 3aXBOPIOBaHHS  (pepeHIiallil AeHAPUTHUX KJIITUH, 3MEHILIEHHS BUBiJIb-
Ta iH.). YI'B npu BukopuctanHi 11iei crparerii nocsirana  HeHHs1 IFN-yTa TNE Li edektnn npenapary nodpe Bu-
95% (MOPiBHSHO 3 iICTOPUYHOIO BEPXHbOIO MeXeto 60-  BueHi IIpM iMyHHIiA TPOMOOLIMTOIIEHII, i LIIIKOM JIOTTYHIUM
70% npu 3actocyBaHHi qume ICT), 30kpema yacTora € ix icHyBaHHs npu TAA. Kpim Toro, TpoM6ouuT cami
MOBHOI Bifnosiai yepes 6 mic — 58%, 110 maiixke y 10 pa- 1o cobi MOXYTh MaTl iMyHOMOIYJIIOBaJIbHI BJIACTUBO-
3iB nepeBuly€e icTopuuHMii moka3HuK mist ICT (mpu-  CTi, SKi CIIpUSIIOTh MOKPaLeHHI0 iMyHHOTO KOHTPOJIIO
6mu3Ho 10%). IMOBipHO, ONITUMAIBHUM € OMHOYACHUI  IPU alUTAaCTMYHIN aHeMil i BIMHOBIEHHIO yCiX (hOpMEHUX
MOYaTOK JiKyBaHHs eabsrpombomnarom Ta ICT 3 mepiioro  eieMeHTIB.
nHsa. lIBunka BinmoBigbh Ha BBEAEHHS eIbTPOMOOIIaTy HoBuit MexaHi3M, HemogaBHo onucaHuii Alvarado
y koMm0OiHanii 3 ICT y 1-i1 miHii acouiroeThcsa 3 mokpa- i cmiBaBT. (2017), moaarae y ToMmy, 110 easTpoMOomar
IIEHHSIM SIKOCTI XKWTTSI MAlli€HTIB, 3MEHIIIEHHSIM TIOTpeOu  37aTeH yHUKaTH iHTioiTopHoro BiauBy [FN-y Ha 'CK

B reMoTpaHcdy3isix i rocmiTatizaiisx. Ta c-MPL, 3a6e3neuyoun TakKMM YMHOM CTUMYJIIOBaHHS
peuentopiB TITO. Hatomicts HatuBHUi TITO iHriOy-
Mexaniam gii enbmpomGonazy npu TAA etbcst [FN-y BHacinoK yTBOPEHHS CUTHATY, SIKMI yHe-

EnsrpoMOomnar B3aeMoii€ 3 TpaHCMeMOpaHHUM JA0OMe-  MOXJIUBIIOE (hopmyBaHHs rereponumepis TI1O/c-MPL
HoM penernrropiB TITO moguHmM i iHiLiIO€ KacKaa CUTHA-  Ta aKTUBAIiO IJTbOBUX KJTITHH.
JIiB, CXOXMX, ajiec HE iIEHTUYHMX TaKUM, 1110 3aITyCKalOTh- EnbTpom0boriar Ma€e y CBOili CTPYKTYpi XeJaTyBaJabHY
cs enporeHHUM TTIO, iHayKyouu nmposidepaliiio Ta I1M- OCHOBY, sIKa MOOiJi3ye€ BHYTPIllIHbOKJIITUHHE 3aJ1i30
(epeHLiaLil0 MerakapioluTiB i3 KIITUH-TIONEPEAHUKIB. i TaKMM YMHOM 3MEHIIYE 3arajbHe HaBaHTaXKEeHHS
Baxxnuso, 1110 myke BUcOKi piBHi eHgoreHHoro TITO, siki  3anmizoMm. ¥V megiaTpuyHUX MOMyAALiSIX 3 iMYHHOIO

CITOCTepITaloThes y MaiieHTiB 3 TAA, He mepenIkomKaloTh TPOMOOIIMTOIEHI€E0 ¥ aMmjJacTUYHOI aHEeMi€elo
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16 nvnns 2018 p. YnpasneHHs 3 KOHTPONIO IKOCTi XAPYOBUX
npogaykTis i nikapcekux npenaparis CLLUA (FDA) cxsanuno
enstpoMbonar ana 3actocyBaHHs y 1-i ninii Tepanii npu
TAA, a Takox HOAANO NPenapaTy CTaTyc KNPOPUB Yy NiKyBAH-
Hi» Ans IHWKMX HOBMUX noka3aHb. PiweHns FDA rpyHTyeTtbes

Takum yuHOM, eJILTPOMOONAT YIIEBHEHO YBIHIIIOB 710 apce-
HaJTy npenaparis i jgikyBanus TAA, y skomy npoTsirom
KIJIbKOX JIeCATHIITH He BUCTAYAJI0 HOBUX 3aco0iB. Hapasi
eJIbTPOMOONAr CXBaJIeHUid /151 3aCTOCYBAHHS SIK MOHO-
Tepamnis y NAli€HTIB 3 HeAOCTATHHOIO BiMOBIIIIO HA MO~
yatkoBy ICT, T0o0TO 5K 2-ra JiHia Tepamii. YHiKabHi
iMyHHI i1 HeiIMYHHi BJIACTHBOCTI €JILTPOMOONATY MOXKYTh
JonoBHIOBaTH 200 cunepriyno nincumosatu ICT, 3a0e3-
nevyrouu OibII IIBU/IKE i HAJTiiHE BiTHOBJIEHHS reMoToe-
3y npu TAA. /TonaBanns npenapariB anaporenis i I'-KC®
10 notpiitHoi cxemu esrpomoonar/ATT/IIcA moxe me
NOKPAMMTH (PYHKIIiI0 KiCTKOBOTO MO3KY i Bi/IHOBJIEHHS
piBHs (hopmennx enemenrtis. Lo cTpareriio OynyTb Bu-

Ha 6e33anepeyHMX AOKA3AX KOPMUCTi, O caMe BMCOKIN
yacToTi noBHoi Bignoeiai y nauientie 3 TAA npu gopaeaHHi
enstpoMbonary ao craHgaptHoi ICT. Enstpom6onar — nepLumi
HoBWi npenapart, cxeaneunii FDA 3a ocrawnHi gecsatunitra gns
no4aTkoBoro fikysaHHs nauieHTie 3 TAA. CxeaneHHs HOBOro
nokasaHHs gns enstpombonary €sponencbkKMM AreHTCTBOM
3 nikapcbkux 3acobis (EMA) ouikyetsca y 2019 p.

BYATH Y MAHOYTHIX KJIiHIYHUX JOCJiKEHHSIX.

crmocTepirajloch IIpOTpeCUBHE 3MEHIIEHHS
piBHS (GepuUTUHY TPU TMPOMOBXKEHHI JiKyBaHHS
eJbTpoMOonaroM. Y Mali€eHTIB, SIKi TTepeHEeCIn MOB-
TOpHi reMoTpaHcdy3ii, 3MeHIIeHHsI HaBaHTaXXeHHS
3aJ1i30M € KOPUCHUM, OCKITbKU CITpUSIE MPODITaKTULIL
BiIJaJIEeHMX ypaKeHb BHYTPIllIHiX OpraHiB Ta, iMOBipHO,
MoJIeTIIye BiAHOBJAEGHHS KiCTKOBOro Mo3Ky. OTxke,
30aTHICTh eJbTpOMOOMNAary mokpainyBaTh IeMOInoe3
npu TAA 3a6e3rneuyeTbcsl 6araTbMa MexaHi3MaMH, SKi
3aCJIyTOBYIOTh Ha TTOAAJIbIlIe BUBYEHHS (pUC.).

Cnucok nitepaTtypu 3HOXOANTLCS B PeaKLi.

CraTtTa ApyKy€eTbCs B CKOPOUEHHI.

Scheinberg P. Activity of eltrombopag in severe aplastic anemia. Blood Adv.

2018 Nov 13; 2 (21): 3054-3062.

Binbwe marepianis
TYT:

Mepeknas 3 aHrn. Onekciv TepeleHko

= 310ROBA YKpaIHN
Hllanoeni wvumawui!

Mepeannatuti Hawi BUAaHHA B MoxeTe B Gy/ib-AKOMY NOLITOBOMY BiAAINEHHI 3B'A3KY «YKPMOWTI»
un B pefakuii «<BuaasHuyoro gomy «3a0pos’a YkpaiHuy.

Anap pen HeobXigHO:
@ nepepaxyBaTu Ha Halll PO3PaXyHKOBMUI PaxyHOK HeobxifHy cymy B bysib-AKoMy BinaineHHi 6aHKy.
Mpw onnati B Npr3HayeHHi nnaTexy BKasaTy obpaHe BUAAHHA Ta TEPMIH NepeannaTu;
@ HagicnaTyi Konito KBUTaHLT, AKa NiATBEPAKYE GaKT onnaTyi BU3Ha4YEHO! KiNbKOCTi NPUMIPHWKIB;
@ 1OBIAOMUTY aApecy AOCTaBKM Y 3py4HUin Ans Bac cnoci6:
Ten./dakc Bigainy nepeannatu: +380 (44) 364-40-28, (29);

TN Ha

enekTpoHHolo notwToto: podpiska@health-ua.com

«MepauyHa raseta «3gopos’a YkpaiHu XXI cropiuusa»
Hose B MeguuuHi Ta MeguuHiin npaktuui. Mepegnnathnii ingekc - 35272
MepioanyHicTb BrxoAy — 2 pa3n Ha MicALb / 24 pasu Ha pik
HAWI PEKBI3UTMU:
TOB «<MeanuHa raseta «370pos'a Ykpainu 21 cropiyus»
03035, m. Kuiig, Byn. [enepana Lllanosana, 2.
e-mail: podpiska@health-ua.com
€/IPMOY 38419790, p/p 26000628915800
~_ Y NAT YkpCu66ank», MOO 351005

BapricTb pepakuinHoi nepeannatu:
Ha 3 micaui -375 rpH;
@® Ha 6 micauis — 750 rpH;
@ Ha 12 micauis — 1500 rpH.

MEPEANAATAHA 2019 P

nowroto: «<BugaBHnumii gim «3g0poB’a YKpaiHu», 03035, m. Kuis, Byn. FeHepana WanoBana, 2,

Temamuuni nomepu

) rasera «340pos'a

Al rasera «340poB’s YKpaiHu».

Tematnuumit Homep «A

riHeKonoris, penpoayKronoria»
MepeannatHui ingekc - 89326
MepioanyHicTb BUXoaY — 4 pasn Ha pik
BaprTictb nepeannati Ha pik - 340 rpH,
Ha nipiuua - 170 rpH

Te it Homep «Kapgi in,
pesmartonoris, Kapaioxipyprisa»
MepeannatHui ingekc - 37639
Mepioanynictb BUXoay - 6 pasis Ha pik
Baprictb nepeannaty Ha pik - 510 rpH,
Ha niBpiuuA - 255 rpH

il rasera poB’a Ykpail

Al raseta poB’a Vi

il Homep «l'ac P
renaronoris, KONONPOKTONOris»
MepepnnatHui inaekc - 37635
MepiognuHicTb BUXoAY - 4 pasn Ha pik
Baprictb nepeannaty Ha pik - 340 rpH
Ha niBpiuya - 170 rpH

Al rasera poB’s Ykp
T it Homep «[li if,

if,

MepepnnatHui ingexc - 37632
MepiognuHicTb BUXoay - 4 pasn Ha pik
Baprictb nepeannaty Ha pik - 340 rpH
Ha nipiyya - 170 rpH

Te it Homep «Hesp. in,
ncuxiaTpis, ncuxorepania»
MepepnnatHui inaekc - 37633
MepiognyHictb BUXOAY ~ 4 pasn Ha pik
BaprTictb nepeannati Ha pik - 340 rpH,
Ha nipiuya - 170 rpH

Al rasera «3g0pos’a Vi
i Homep «I in,
pi i, onoris»
MepeannatHui ingexc - 37631
MepiognyHicTb BUXoAY - 4 pasu Ha pik
Baprictb nepeannatii Ha pik - 340 rpH,
Ha nipiuua - 170 rpH

«MepuyHa raseta «3gopoB’'a YKpaiHu».

A raseta poB’a Ykpail
Tematnunuit Homep «OHKonoris,
remaronoris, Ximiorepanis»
Mepepnnathuil ingexc - 37634
MepiognuHicTtb BUXoay - 5 pasis Ha pik
Baprictb nepeannati Ha pik - 425 rpH

it Homep «Xipypris, opToneais,
TpaBmaronorisa»

MepeannatHui ingexc - 49561
MepioanyHicTb BUXoay — 4 pasn Ha pik
BaprTictb nepeannati Ha pik — 340 rpH,

Ha nigpiuys - 170 rpH

Al raseta poB’s YKp 4 raseta poB’A YKp
Tematnunmii Homep «MepiaTpis» Tematnunuit Homep «Yponoris,
Mepepnnathuii inpekc - 37638 Hedponoris, aHaponoris»

MepioanyHicTb BUXoaY - 4 pasn Ha pik
Baprictb nepeannaty Ha pik - 340 rpH
Ha nipiuua - 170 rpH

HAWI PEKBI3UTMU:

MepeannatHui inaekc - 86683
MepioanyHicTb BUXoAY - 3 pasn Ha pik
Baprictb nepeannati Ha pik - 255 rpH

TOB «TemaTuuHmil npoekT «30poB’s YKkpaiu 21 cropiyus»
03035, m. Kuis, Byn. Fenepana lllanosana, 2.
Ten./dakc Bipainy nepeannaty +380(44) 364-40-28(29); e-mail: podpiska@health-ua.com

€/IPTIOY 38419785, p/p 26007628853200 B AT «Ykp(u66aHk», MO0 351005

HALLA AAPECA: «<BugasHnunii gim «3a0opoB’sa YKpaiHu», 03035, m. Kuis, Byn. FeHepana Wanosana, 2
Biaain nepeannartn: +380 (044) 364-40-28, e-mail: podpiska@health-ua.com, www.health-ua.com




[epopanbHa Tepanis OAvH Pa3 Ha eHb

- PEBOAAA

e/TpoMbONar (y hopmi enTpombonary oamiy)
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PEBOJIAA™

BaXknmMBO: C/if, 03HAMOMUTHCh i3 IHCTPYKLIiEIO AN MeAMYHOrOo 3acTOCyBaHHSA nikapcbkoro 3acoby.! Ckaag: gitova peyosuHa: enbtpombonar; 1 Tabnertka mictuTb 25 abo 50 mr ensTpombonary (y hopmi enbTpombonary onaminy).
JNikapcbka popma. TabneTku, BKpUTi NniBkoBoto 06010HKOW. PapMaKoTepaneBTUYHa rpyna. AHTUremMopariyHi 3acobu, cuctemHi remocratku. Kopg ATX BO2B X05. MokasaHHA. JlikyBaHHA NaLlieHTiB i3 XPOHIYHOI iMyHHOIO
(inionaTn4HOI0) TPOMGOLMTONEHIYHOIO MypPRYypPOIo, AKI He MiAAalTLCA NiKyBaHHIO IHWMMK fikapcbknmu 3acobamu (Hanpuknag, KopTukocTepoigamu, iMmyHornobyniHamu). JlikyBaHHA TPOMGOLMTONEHIT y JOPOCANX NaLjieHTIB
i3 XpoHi4yHWM BipycHUM renatutom C (BI'C), AKLLO CTYMiHb TPOMBOLMTOMNEHIT € FONIOBHUM YMHHWUKOM, LLIO 3aBaXKae po3rnoyatit abo obmesxxye MOXIIUBICTb NPOAOBXYBATV ONTUManbHY Tepanilo Ha OCHOBI iHTepdepoHy. JlikyBaHHs
[OPOCNMX MaLlieHTiB 3 HaByTOIo annacTUYHOIO aHeMielo TAXKoro cryneHs (TAA), ki He nNigfaBanuca nonepeaHin iMyHocynpecuBHin Tepanii abo BaXkko nigfaBanuca nonepefHboOMy JlikyBaHHIO Ta He NiAXOAATb ANA TpaHcrnaHTawji
remMonoeTnyHmx cToBBYpoBMX KNiTUH. MpoTunokaszaHHsa. linepyyTnusicTb Ao ensTpombonary abo 6yab-AKOro iHWOro KOMMOHeHTa rnpenapaty. Jlo3yBaHHA. PeXxum [o3yBaHHA € iHAMBIAyanbHUM i 6asyeTbcs Ha KinbKoCTi
TpomBOLUTIB y KOXHOTO navjieHTa. [lodaTkoBa go3sa. MoyaTkoBa Ao3a npenapaty cknagae 25 mr 1 pas Ha ,qo6y He noTpi6Ho 3MiHIOBaTM 03y NaLli€eHTaM CXiAHOa3icbKoro NoxopxeHHs abo nauieHTam i3 Nerkum nopyLieHHAM
yHKUiT NediHK. MOHITOPUHT Ta KopuryBaHHs 403u. 03y enbTpombonary 36inblyioTb Ha 25 M KOXHI 2 TUXHI 10 JOCATHEHHS KiNlbKOCTi TPOMGOLITIB, ONTUMANLHOT A NOYATKY NPOTUBIpYCHOI Tepanii. JlikyBaHHA nayieHTis
i3 xp lypnyp (ITM). Ons JOCATHEHHSA Ta NiIATPUMKM KinbKocTi TpoMGoumTiB = 50000/MKn HeO6XiAHO 3acTOCOBYBaTU MiHiManbHy etheKTUBHY A03y efbTpom6Gonary. He cnig
BUKOPWCTOBYBaTU efibTpomGonar Ans Hopmaniauii KifbkocTi TooMGOUMTIB. Y KNiHIYHWUX [OCNIAKEHHAX 36iNbLUEHHA KiNbKOCTI TPOMGOLMTIB cnocTepiranoca BNpoAoBX 1-2 TUXKHIB NiciA nodyaTky Tepanii enbTpomGonarom
i 3MeHLLEeHHA iX KiNbKOCTi cnocTepiranocs BNpofoBx 1-2 TUXHIB NicnA NpUNMHeHHs 3acTocyBaHHSA npenapaty. Jopocnai nayieHTn Ta gitn Bikom Big 6 go 17 pokis. PekomeH[joBaHa no4aTkoBa [jo3a enbTpom6onary — 50 mr
1 pas Ha [o6y. JlikyBaHHA NaLlieHTIB CXiAHOA3iNCbKOro MOXOAXKEHHS CAif, PO3MOYMHaTH 3i 3MeHLUeHOoT 4o3u — 25 Mr 1 pa3 Ha fo6y. itk Bikom Big 3 Ao 6 pokiB. PekoMmeHA0BaHa No4aTkoBa Ao3a esibTpombonary — 25 mr 1 pas Ha
no6y. flitn Bikom Big 1 40 3 pokiB. PekoMeHA0BaHO 3aCTOCOBYBATU JlikapcbKui 3aci6 y piaKin nepopanbHin nikapcbkin popmi. MoHITOpUHT Ta kopuryBaHHs 403yBaHHs. Micna noyaTtky nikyBaHHsA enbTpombonarom 403y NoTpibHo
KOpWryBaTH TaK, o6 AOCArHyTH piBHA TpomMGouMTiB = 50000/MK1 Ta NiATPUMYBATU NOTO A1 3MEHLLEHHA PU3MKY BUHUKHEHHSA KpoBOTeY. He cniif nepesunilyBaTi ao3y 75 Mr Ha fo6y. MoGiuHi peakuii. Mpu nikysauHi ITM. Jyxe
4acTo: Ha3ogapWHTIT, iHheKUiT BEPXHIX ANXanbHUX LAAXIB. YacTo: puHIT, napeCTeziT CyxicTb O4en, Kalenb, 6im=y poTornoTui, puHopes, HypoTa, p.iapeﬂ (nyxe Yacto - y,qiTeﬁ 31TM), smpaskosmﬁ cTomaTuT, 3y6Hm?| 6inb, 36inbLEHHA
piBHA anaHiHamiHOTpaHcbepasm, acnapTatamiHoTpaHcdepasy Ta 6inipy6iHy KpoBi, MopyLIeHHs (YHKUii NeviHKy, BUCUNaHHA, anoneuis, Mianris, cyiomu m'asis, 6inb y Kictkax, 6inb y cnuHi, ckeneTHo-m'a308ui Ginb, MeHoparii,
nipekcis aocni, TAA. [yxe 4acTo: 6€3COHHA, FONOBHMI Ginb, 3aMamMOPOYeHH, KalleNb, 3aANLLIKa, Gilb Y POTOrNOTL, puHOpes, 6ilb y XMBOTI, Aiapes, HyAOTa, 36iIbLICHMIA PiBeHb TPaHCaMiHa3M, ekxiMo3NC,
apTpanris, M'A308i cnasmu, 6inb y KiHuiBKax, BToMa, heGpuibHa HeNTpOoneHis, Nipekcis. YacTo: HelTponeHis, iHapKT cenesiHkm, NepeHacuyeHiCcTb 3a1i30M, 3HWKEHWUI aneTuT, rinornikemis, NiaBULLIEHUI aneTyT, HeCrokKin, Aenpecis,
HENPUTOMHICTb, CyXicTb O4el, cBepbix ouel, KaTapakTa, SXOBTAHNLIA OYei, HeYiTKICTb 30py, MOTiPLIEHHA 30py, NNaBatodi NOMYTHIHHA B CKINCTOMY Tifli, HOCOBa KPOBOTEYA, KPOBOTOUMBICTL ACEH, YTBOPEHHA MyXVUPLB Ha CIM30BIi
o6onoHLipoTa, 60BaHHA, ANCKOMMOPT Y KMBOTI, 6inby XXMBOTI, 3aNop, 3y TTA XNBOTa, Aucdaris, 3He6apBNeHHA BUNOPOXKHEHb, HabpAK A31Ka, NOPYLLEHHA MOTOPUKW LLTYHKOBO-KMLLKOBOrO TPaKTy, METeOpK3M, 36iNbLUeHN piBeHb
6inipy6iHy kpoBi (rinep6inipybiHemis), XOBTAHNLSA, NeTeXis, BUCMNAHHA, CBePOiX, KPOMMB'AHKA, NYLLEHHA LIKIPK, MaKyNbo3He BUCUNaHHA, 6inb y cnuKi, Mianris, 6inb y KicTkax, XpomaTypis, acTeHis, nepudepnyHuin Habpsak, 03Ho6,
He3gy>KaHHs, NiABULLEHHA piBHA KpeaTudocdokiHasm B KpoBi. YnakoBskKa. Mo 7 TabneTtok y 6nictepi 3 noniamigy/antomiHieoi ponbru/nonisiHinxnopugy. Mo 4 6nicrepu (ans rabnetok no 25 mr) abo no 2 6nicrepu (gns tabnetok no
50 Mr) B KapTOHHI kopobLi. KaTeropis Bignycky. 3a peuentom. PeectpauliiiHe nocsigyeHHs Ne UA/11300/01/01; UA/11300/01/02. Haka3 MO3 YkpaiHu Ne914 Big 20.12.2015. 3MiHu BHeceHo Haka3 MO3 Ykpainu 29.11.2017 Ne1495.

Jlitepatypa: 1. IHCTPYKLiA 3 MeAMYHOrO 3aCTyCOBaHHSA Jlikapcbkoro 3acoby Pesonap. IHpopmaLlis npeAcTaBneHa B CKOPOHEHOMY BUMIALI, MOBHW 06CAT MICTUTLCA B IHCTPYKLIT ANA MeAUYHOro 3acTocyBaHHA Nikapcbkoro 3acoby Pesanap.

Jana iHdopmaLlia MpuU3HaveHa BUKIIOYHO [A BUKOPWUCTAHHA MeAUYHUMK Ta apMaleBTUHHUMU npaliBHukamu. [laHa iHcopmalis MianArac pPoO3MOBCIOKEHHIO B MICUAX MeAuYHUX 4n  hapmMaLeBTUHHNX
BUCTaBOK, CeMiHapiB, KOH(depeHUii Ta iHWUX 3axoAiB u4M NpAMOi nepepayi MeAWYHUM Ta dapmaleBTUHHUM npauiBHUKaM. Po3NoBClOKeHHS iHdhopMaLii ByAb-AKWM iHWKMM 4YMHOM, AKWIA BigKpUBaE pocTyn
[0 Hei HeBM3HauyeHoOro kona ocib, 3abopoHeHo. MaTtepian NiAroToBAEHO Yy BIAMOBIAHOCTI A0 BMMOr NOKaNbHOIO 3aKOHOAABCTBA, @ TakOX BHYTPIWHLOI MONITUKM Ta npoueayp rpyn KomnaHin HosaprTic.
BukopwcTaHi 306pakeHHs He € 306paXkeHHAMU peasibHVX NaLlieHTiB.
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i. Appeca: 04073, np-1. CrenaHa Banpgepwm 28-A (nitepa M), Ten.: +38 (044) 389 39 30, chaxc: +38 (044) 389 39 33
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