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PE3IOME

MBI peTpOCHEeKTHBHO IPOAHATM3UPOBAIH A(PPEKTUBHOCTh PYKCONUTHHUOA Yy TAIIEHTOB
¢ muenodudpo3om (MD) B yCIOBUAX pealbHON KIIMHUYIECKON MpakTuku B Poccuu. B uccie-
noBaHre ObuTH BKIFOUEHBI 42 maruenta ¢ M@ co cpenaum Bo3pactoM 56 et u3 10 cramu-
OHAPHBIX M aMOYJIATOPHBIX KIWHHUK. BOJBIIMHCTBO manmueHToB (55 %) OTHOCHIIUCH K TpyII-
ne mpomekyTouHoro-1 pucka no mkane DIPSS, 86 % nMmenu MaccHBHYIO CIUIEHOMETaIHIO
1 88 % — KOHCTUTYIIMOHAJIBbHBIE CUMNTOMBI. CpefHsas HadalbHas /1032 PYKCOTUTHHNOA CO-
craBuia 15 mr aBa pasa B aeHb. Ha MoMmeHT aHanu3a 74 % manueHTOB NPONOJIKAIN MPU-
€M PYKCOJIMTHHUOA CO CpellHEl MPOJOIKUTEIBHOCThIO Tepanuu 20 MecsIeB. YMEHBIICHHE
NaJLIUPYEMBIX Pa3MEPOB cesie3eHKH He MeHee ueM Ha 50 % ObL10 3apeructpupoBano y 36 %
1 46 % MaMeHToB NOCTYIHBIX OIICHKE Yepe3 3 1 6 MeCsIIIeB JICUCHNUSI COOTBETCTBEHHO. BhIsB-
neHa Koppensanus Mexxay OB, HCXOTHON CIITICHOMETaINeH U CeJIC36HOYHBIM OTBETOM Uepes 3
Mecsa tepanui. ClieyeT OTMETHTb, YTO y TIAI[IEHTOB C YMEHBIIIEHUEM Pa3MepPOB CeIe3eHKN
Ha > 50 % He ObLIO 3apETUCTPUPOBAHO JETAIBHBIX UCX0J0B. Cily4yaeB MpeKpaIlieHUs JICUCHUS
n3-3a MoO0YHBIX APdekToB He ObLI0. B menom, B HameM peTpoOCHEeKTHBHOM HCCIECOBAHHU
PYKCOTUTHHHUO 3(H(HEKTUBHO KOHTPOIUPOBAT KOHCTUTYIIMOHATBHBIC CUMIITOMBI U YMCHbIIIAI
pasMep cene3eHkH y nanueHToB ¢ M®. PanHuil cene3eHOUHbIN OTBET MOCiE 3 MECALEB Tepa-
[IUY, TI0-BUUMOMY, SIBIIIETCSI MpOrHOCTHYecKuM (pakropom miist OB, a ymeHblieHUe pa3me-
POB cele3eHKH MeHee 4eM Ha 25 % crlenyeT paccMaTpuBaTrh Kak Hed()(EKTUBHOCTD JICUCHHUS
y nmanueHToB ¢ M®, NpUHUMAIONTUX PYKCOTUTUHUO.

KaoueBbie ciioBa: KOHCTUTYLIMOHAJIbHBIC CHMIITOMBI, MI/IGJ'IO(bI/I6p03, 061].[8.5{ BbDKHMBac-
MOCTb, pYKCOJ'H/ITI/IHI/I6, CEIIC3CHOYHBIN OTBET.

Jna yumuposanus. Jlomaua E.1., Cuopous H.T., Kynemuna O.B., Cmpyeog B.B., Cendeposa O.M.,
Ouuposa O.E., XKancanosa I.5., @ypmosckas A.FO., Anexceesa FO.A., Jlasopko H.C., Coums-
kosa E.U., [lumoe I'Il, Ilosuna M.I’, Jlu O.FO., Tpusna K.b., Muxanes M.A., Coxyposa E.B.,
Ommopckas A.A., Xazuesa A.C., Yemwanyesa B.B., Mameuenxo FO. /1., [3apuyxuti A.FO.] Pannuii
CENEe3CHOUHbIL OMBEN HA PYKCOTUMUHUO KOPPETUPYem C 8bIHCUBACMOCTIBIO; POCCULICKOE PEMPO-
CHEeKMUBHOe MHO20YEHMPOBoe UCCe008atue Yy DOIbHbIX Muenopuoposom. Poccutickuii scypran
nepcoranu3uposannou meduyursl. 2023;3(3):64-78. DOI: 10.18705/2782-3806-2023-3-3-64-78.
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ABSTRACT

We retrospectively analyzed the effectiveness of ruxolitinib in patients with myelofibrosis
(MF) in real clinical practice in Russia. The study included 42 patients with MF with an
average age of 56 years from 10 inpatient and outpatient clinics. The majority of patients
(55 %) belonged to the intermediate risk group 1 on the DIPSS scale, 86 % had massive sple-
nomegaly and 88 % had constitutional symptoms. The average initial dose of ruxolitinib was
15 mg twice a day. At the time of analysis, 74 % of patients continued taking ruxolitinib with
an average duration of therapy of 20 months. A decrease in the palpable size of the spleen
by at least 50 % was recorded in 36 % and 46 % of patients assessed after 3 and 6 months of
treatment, respectively. A correlation was found between OV, initial splenomegaly and splenic
response after 3 months of therapy. It should be noted that no deaths were recorded in patients
with a decrease in the size of the spleen by > 50 %. There were no cases of discontinuation
of treatment due to side effects. In general, in our retrospective study, ruxolitinib effectively
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controlled constitutional symptoms and reduced the size of the spleen in patients with MF.
An early splenic response after 3 months of therapy is apparently a prognostic factor for OS,
and a decrease in the size of the spleen by less than 25 % should be considered as treatment
ineffectiveness in patients with MF taking ruxolitinib.

Key words: constitutional symptoms, myelofibrosis, overall survival, ruxolitinib, splenic re-
sponse.

For citation: Lomaia EG, Siordia NT, Kulemina OV, Strugov VV, Senderova OM, Ochirova
OE, Zhalsanova EB, Furtovskaya AYu, Alekseeva YuA, Lazorko NS, Sbityakova EI, Dimov GP,
Pozina MG, Li OYu, Trizna KB, Mikhalev MA, Sokurova EV, Otmorskaya AA, Khazieva AS,
Ustyantseva VV, Matvienko YuD, [Zaritsky AYu]. Early splenic response to ruxolitinib cor-
relates with survival: a russian retrospective multicenter study in patients with myelofibrosis.
Russian Journal for Personalized Medicine. 2023,;3(3):64-78. (In Russ.) DOI: 10.18705/2782-

3806-2023-3-3-64-78.

Cnucoxk coxkpamenuii: amio-TT'CK — amnorennast
TPaHCIUTAaHTAIHA TEMOTTIOATHYECKUX CTBOJIOBBIX KJIETOK,
WIT — nctunnas nomumureMust, MO — muenohudpos,
OB — o6mas BepkuBaeMocts, [ 1K — nepudepuueckas
KpoBb, TM® — mnepBuuHbIi Muenoduopos, [oct-UI1
M® — noctnonmuuuremudeckuii M@, [Toct-0T MO —
roctrpomboruTemuaeckuii M®, 9T — scceHuamb-
Hast Tpombonutemust, ELN — European LeukemiaNet,
DIPSS — nunamuueckas MeXIyHapoaHasi IPOrHOCTH-
yeckas mkaia, IPSS — MexayHapoaHas mporaoctuye-
ckas mkana, IWG-MRT — Mexnaynaponnas pabodas
IpyIa o UCCISI0BAaHMIO U JICUCHHUIO MUeonpoiude-
patuBHBIX HOBOoOOpazoBauuii, JAK — Snyc-kunasa,
MYSEC-PM — nporHoctuueckas MOEAb JUIsl TOCT-
UIT 1 moct-OT muenopudposza, STAT — nepeparynku
CUTHAJIa U aKTHUBATOPBI TPAHCKPHIILIUH.

BBEAEHUE

Muenodpuodpos (M®D) npencrasiseT coO0i rpymmy
MHUEIONPONH(EepaTUBHBIX HOBOOOPA30BaHM, BKJIIO-
YAy B ceOsd TNepBUYHBIA MHUEIOPHOPO3, IMMOCT-
nojpuuuteMuueckuii (moct-MII) u moctrpombounte-
mudeckuit (moct-0T) M® ¢ o0muMH KIMHHYECKHUMH
MIPOSABIICHUSIMH, TAKUMH KaK ITUTONCHHUS, CTIJICHOMETa-
JMS1, KOHCTUTYLIUOHAJIBHBIE U APYTHE COYTCTBYIOIIUE
CHUMIITOMBI (B TOM YHCJIE YTOMJIISIEMOCTb, 3y, TPOMOO-
3bl, 00Jb B kuBOTE). [lociennue MOryT 3HAYUTEIBHO
CHIDKATh KaueCTBO KHU3HU 00JBHBIX MD [4].

B ocHoBe narorene3a M@ jexuT HapyIIeHUEe peryJs-
1un curHaNbHBIX myTeit JAK/STAT u3-3a nosBieHus my-
Tauuii, 0OecreYrBalOMINX KOHCTUTYTHBHYIO aKTHBALIUIO
Tupo3nHKHHA3bl JAK2. OHO BBI3BIBAET MOBBIIIEHHYIO

CEKPEIIHIO MPOBOCHAIUTENILHBIX [IMTOKMHOB U aKTUBHYIO
nporudepariio  MUETOHIHBIX KIIETOK, YTO TPHUBOIUT
K IporpeccupymoiieMy (pudpo3y KOCTHOrO Mo3ra CO 3Ha-
YHUTEIIHHOW IMTOIICHUEH, a TaK)Ke YBEIMYCHHUIO pa3Me-
POB CeNIe3eHKH U TMEYEHHU 3a CYET IKCTPaMeTyJUIIPHOTO
reMornon3a. J{ucperyssius MTUTOKMHOB TaK)Ke BBI3BIBAET
XPOHMYECKOE BOCTIAIEHHE C THIEPKaTaboIn3MOM, THITO-
ansOyMUHEMHeH 1 motepei Beca [6-9].

Pykcomutuan®, uarndurop tpozuHkuHaz JAK1/2,
ycrnenHo npumMensiercs B tTepanuu M®. B knmuHndeckux
HCCITCIOBAHUAX PYKCOMUTHHHAO 3(PPEKTUBHO KYITUPOBAI
KOHCTUTYIIHOHAIBHBIE CHMITTOMBI M CHMITTOMBI, CBSI3aH-
HbIE cO cruieHoMeranuei [9]. Tepanus pykconmuTHHUOOM
TaKKe MOXKET TPUBECTU K KOPPEKIIMU META0OTMISCKUX
HapYIIEHUH C TIOCIIEIYIONNM BOCCTaHOBIEHHEM YpPOB-
HS aTbOyMHHa ¥ BOCCTaHOBJIEHHEM Macchl Tena [8, 10].
BaxxHO OTMETHTH, YTO TOUYTH Yy TIOJIOBHHBI MAIUCHTOB
¢ M® na pykconutuanOe HaOmoaaeTcsi OTYCTINBBIN ce-
JIC3CHOYHBIH OTBET C OBICTPHIM KyIIMPOBAHUEM MECTHBIX
CHMIITOMOB, CBSI3aHHBIX CO cIuieHoMeramueir [10—12].
B HEKoTOpBIX HCCIENOBaHMSAX TOKa3aHa KOPPEISIHs
MEXKIy YMEHBILIEHHEM pa3Mepa CeNe3eHKH U JOIr0Cpoy-
HOM BBIKHBaeMOCTHIO 00JbHBIX [10, 14]. C mpyroii cTo-
POHBI, XUMHOTEpAIys 1 THTephEpOHBI MeHee Y (HEKTHB-
Hbl B KOHTpoJe cuMnToMoB M®, Tak Kak uUX JeiCTBHE
SIBJISICTCS OTPAHUYEHHBIM U KPaTKOBPEMEHHBIM. MaccuB-
Hasl CIUICHOMET NS U KOHCTUTYIIMOHATIBHBIE CUMIITOMBI
YacTo TOJHOCTBIO pedpakTepHbl K MMIPOKCHMOUCBHHE
n/wm wHTepdepoHam. Kpome Toro, B OTIIHUHE OT PyKCO-
JUTUHHUOA, STH MPEeTIapaThl He MMPUBOIST K CYIIECTBEHHO-
MY YBEJIMYCHUIO MPOJOJKUTEIILHOCTH YKU3HHU.

Onenka pucka MeXIyHapOAHOM MPOTHOCTHYE-
ckoii cucteMsl onieHku (IPSS) menmut mamumentos ¢ MO
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Ha TPYMITBI HU3KOTO, TIPOMEKYTOYHOTO- |, TIPOMEKYTOU-
HOT0-2 ¥ BBICOKOTO PUCKA CO CpeAHeH o01el BbhKUBae-
MOCTBIO puMepHo 11, 8, 4 u 2 roma coOTBETCTBEHHO [ 1,
2]. K coxaneHuto, 3Tu KaTeTOPUH PUCKA HE OTPAKAIOT
OITYXOJIEBBIN 00beM 1pu M (B TOM UHCIIE CTICHOMETa-
JIUO), U Y MHOTHX TMAIUeHTOB ¢ M® 13 TpyNIibl HU3KOTO
WM IPOMEKYTOUHOTO-1 prcKa HaOIIOAAIOTCS TSKETIbIe
CHMITOMBI W/WIM BBIpaKeHHast cruieHomeramusi. O6-
JeryeHue cuMnToMoB M@ yacto sBISETCs IEepBOOUE-
PEIMHOM N0 JISYeHHs] TaHHON KaTeropuy MaIieHTOB,
OZIHAKO B 3TOM 00IAaCTH MEXaHU3MbI IPHHATHS PELLICHUIA
U TeparneBTHYECKUH [TOAX0]] OTPadOTaHbl HEAOCTATOYHO
[5]. UccnenoBanus JUMP u ROBUST, a Takxe HEKOTO-
pBI€ JaHHBIE U3 TTOBCETHEBHON KIMHUYECKON TPAKTHKH
MOATBEPKAAIOT 3(D(HEKTHBHOCTh PYKCOMMTHHUOA Y 3THUX
manuenToB [19, 21, 22].

B Tekymux KIMHUYECKHUX HCCIEIOBAHUSNX IS
OLICHKHU OTBETA Ha HOBBIEC MMPEMapaThl, BKIIFOYAs PyKCO-
JUTUHUO, TPEUMYIIIECTBEHHO UCTIOIb3YIOTCS KPUTEPHH
MexayHapogHO#H paboueil TPyl 0 UCCICIOBAHHIO
U JICYCHHIO MHENONpoiIudepaTuBHBIX HOBOOOPA30-
Banuil (IWG-MRT) u European LeukemiaNet (ELN)
[13]. BO3MOXXHOCTE BHEIPEHUS ITUX KPUTEPHEB B T10-
BCEAHEBHYIO KIIMHHYECKYI0 MPAKTUKY HEH3BECTHA.
Jo cux mop HeT eAMHOr0 MHEHHUS TI0 HECKOJIBKHM BaX-
HBIM TIOKa3aTessiM 3()(HEeKTUBHOCTH Tepary, Harpu-
Mep, KaKoi OTBET Ha PyKCOJUTHHHUO CIleNyeT CUUTATh
ONTUMAIIHBIM M KOTJa MOKHO HaJIe)KHO JIOKyMEHTH-
poBaTh HEd(p(HEKTUBHOCTH JICUECHUSI.

B »TOM mcciieoBaHMM MBI OLCHUJIM OTJAJICHHbBIC
pe3yibTaThl TEPauu PYKCOTUTHHUOOM Yy TIallHCHTOB
¢ M®, B ToM umciie y OOTBHBIX W3 KATETOPUH HU3KOTO
pucka. Hateit o0cHOBHOI 11e1bt0 OBLITO OLIEHUTH d(hek-
TUBHOCTH PYKCOJIUTHHHOA B MOBCEIHEBHOW KIIMHHUYE-
CKOl mpakTuke B Poccuu, a Takyke OonpenesnuThb CBA3b
CEJIe3eHOYHOTO OTBETA C BBIKUBAEMOCTBIO OOIBHBIX.

MATEPWAJ1bl N METOADbI

Hamu mpoBeieHO peTpOCIeKTHBHOE HCCIIEIOBAHUE
ncropuii 0oyie3HM, cOOpaHHBIX B 10 CTarMOHAPHBIX
1 aMOyJIaTOPHBIX TEMATOIIOTUYECKUX [IEHTPAaX 110 BCEH
Poccun. YuacTByronye KIMHUKH OBITH B OCHOBHOM
HeaKaJIeMHYECKUMH TOCYapCTBEHHBIMU yUPEKICHU-
SIMH 37]PaBOOXPaHCHUS.

[Iporoxoxn uccienoBanus, THANBUAYATbHBIC PETH-
cTpanuoHHbie popmbl manueHToB (MP®) n nadopma-
LIUOHHBIC JIUCTHI MAIIUEHTOB OBUIA COCTABIICHBI TPYII-
oW crenuanrucToB HanmoHaabHOTO MEIUIIUHCKOTO
HCCie0BaTENbCKOro IeHTpa uMeHu B. A. AnmasoBa.

Kputepnn orbopa nanueHToB ObLIIN CIEAYOIIUMU:
a) Bo3pact > 18 yet; 6) M® (mepBUYHBIN WU TOCT-
Ull/noct-OT), nuarHOCTUPOBaHHBIA B COOTBETCTBUU
c kpurepusmu BO3 2008 roza (moct-Ull/moct-2T MD)
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uiu kputepusimu BO3 2016 roga (nM®) [25, 26]; B) jie-
YCHUE PYKCOTUTHHUOOM JTF000H MTPOIOIKUATEIBHOCTH;
T) OTCYTCTBHE B aHAaMHE3¢ TpaHCHOPMAINH B OCTPBIN
JIEKO3 HA MOMEHT HayaJia JISYSHUs PYKCOIIUTUHHOOM.

YyacTBYIOIUM LIEHTPaM ObLTO PEKOMEHI0BaHO BKITIO-
YaTh BCEX MOIXO/SIIMX MAIMEHTOB 0€3 NCKITFOUCHHH.

W3 nctopwmii 6one3nu cobupanachk Clemyronas WH-
dopmarus: nemMorpadudeckne naHHble (MHAITUAIBI TTa-
LIMEHTOB, 110JI, BO3PACT HA MOMEHT IIOCTaHOBKH MEPBHY-
HOTO JIMarHo3a MUEJIoNpoir(epaTHBHOTO 3a00JICBaHUS
u tpancopmanun UIT/IT B mocr-Ull/moct-OT MO,
BO3pacT HAa MOMEHT HaJasia JICICHHUST PyKCOITUTHHHOOM);
ucropusi M® Ha MOMEHT TIOCTAaHOBKM JHarHo3a WA
TpaHcopmayy (JaTta MOCTAaHOBKHM AMArHO3a, OOIIUMA
aHanu3 kpoBu, cratyc mytauuu JAK2, CALR, MPL,
pa3Mep Cele3eHKH M TIeUeHH TpH (HU3UKaTIHLHOM 00Ce-
JIOBaHWH, HAIWYHE KOHCTUTYIIMOHAIBHBIX CHMIITOMOB,
oneHka rpynmnsl pucka o [IPSS u DIPSS, MY SEC onen-
Ka pUCKa JJIs MAIlMeHTOB ¢ BTOpUuYHBIM MD); mocnexy-
foliee HaOIOJICHUE (JaTta Havana MprueMa pyKCOIUTH-
HuOa, HaYaJbHAS /1032 M W3MEHEHHWE JI03BI, MEPEPHIBBI
B TEpalvy U WX MMPUYMHBI, N3MEHEHHUS O0IIEro aHaim3a
KPOBH, Pa3MEPOB CEJIC3EHKH U NTEUEHH, U3MEHEHUS IIKa-
ael pucka DIPSS, Bce cumnToMsl 3a00J1€BaHus, B TOM
YKCciie KOHCTUTYIIMOHAIIBHBIC, IAThl PEKPAICHHS TTPH-
eMa HMcCIeayeMoro mpernapara W MpUYHHBI peKpare-
HUs Teparuu). [Ipu oTMeHe Ipernapara aHaIM3HPOBAIN
MOCIIEIYIONIYIO BEDKMBAEMOCTh M pa3BUTHE TpaHchop-
MallM{ B OCTPBIH JIeHK03. AHaIu3 000UHBIX 3(h(HEeKTOB
PYKCOMUTHHAOA, KOTOPBIE XOPOIIO OMHCAHBI B JIPYTHX
paborax, He ObUI IIENBI0 HACTOSIIECTO HCCIIEIOBAHUS,
Y TaKue JaHHbIe He COOMPaITUCh.

DddexkTuBHOCT,  pyKCONMUTHHHOA  OIIEHWUBAIU
MO0 YMEHBIIEHUIO Pa3MEpPOB CEJIe3€HKH, M3MEHEHHUSM
KOHCTUTYIIMOHAJFHBIX CHMIITOMOB (HOYHAs MOTIIH-
BOCTb, MOTEPS MACCHI TENa, JIMXOPaJKa) U OOIIel BbI-
JKNBaeMOCTH ManueHTOoB. OTBETOM CUMTAIN TOJBKO
WCUE3HOBEHHE BCEX KOHCTHUTYIHMOHAJIBHBIX CHMIITO-
MOB, TaK Kak OoJiee JeTajbHbIi aHajiu3 ObLI HEBO3-
MoxkeH. CeNle3eHOUYHBIH OTBET OLEHUBAIU B COOTBET-
ctBuu ¢ kpurepusasmu IWG-MRT u ELN y nanneHTos,
pazmeneHubix Ha 3 kareropuu (< 25 %, 25-< 50 %
u > 50 % yMmeHbllleHHe nanbnupyeMoro pasmepa) [13].
s OIEHKM TMPOTHOCTUYECKOTO 3HAYCHHS PaHHEro
CEJIE3EHOYHOT0 OTBETa aHAJIU3WPOBAINCH M3MEHEHUS
NajJbIUPyEMOro pa3Mepa CeNe3eHKH OT HCXOJHOTo
ypOBHS K 3 1 6 MecslaM Teparuu.

CTaTUCTUYECKHU aHAIU3 MPOBOAMIIN C HCIIONB30-
BaHHWEM IMporpaMMmHoro obecneuenuss SPSS Bepcun
23.0 u craructudeckoro nakera R Bepcum 3.0.1. J{ns
MPOBEPKU THUMA paCHpeAeseHUs] KOIMYECTBEHHBIX
nepeMeHHbIX ucnoiyib3oBasica W-kputepuit [lanupo-
VYunka. Bo Bcex ciyyasx pacnpesesieHre epeMeHHbIX
HE COOTBETCTBOBAJO HOpMaTbHOMY. KonmuecTBeHHBIC
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MepeMeHHBIC OMMCHIBAINCH KaK MeIuaHa W JIHaIa3oH.
KauecTBeHHBIE TIepeMeHHBbIC OBUIM TIPEICTABIICHBI
B BHJ¢ a0COJIOTHBIX 3HAYCHWM W TMPOLIEHTOB. AHa-
JIN3 BBDKMBAEMOCTH MPOBOAMIM 1o MeToAy Karua-
Ha-Meiiepa. Jlor-paHroBblii KpUTEpUH HCHOIB30BAIN
JUTSL OIICHKW 3HAYUMOCTHU Pa3IMuUid B BBDKHBAEMOCTH
MEX1y TpyIIaMu MainueHToB. BiusHue npeamnonarae-
MBbIX (PaKTOPOB pUCKa (KIMHUYECKUX U TJa00PaTOPHBIX)
Ha OOLIyI0 BBDKHUBAEMOCTh M CEJIE3€HOYHBIA OTBET
AHAJTM3UPOBATN C WCIOIH30BAHUEM MOJIETH IPOIIOP-
LIUOHAJILHBIX pUCKOB Kokca u Joructuyeckoit perpec-
CHH COOTBETCTBEHHO. CTaTUCTUUCCKUE PA3JINYUS CUH-
Tauch 3HaAYUMBIMU TIpH p < 0,05.

PE3YJIbTATDI

Hccnedyemasn nonynayus

Bceero Opimo BximroueHo 42 mammeHTa ¢ TEepBUY-
HBIM ¥ BTOpHYHBIM M®. M3 Hux 17 OBUTH MYKCKOTO
nona (40 %) u 69 % umenu nepuunbiii M®. Myra-
uust JAK2V617F Obuta obHapyskena ¢ momorbto TP

y 83 % (25/30) mauuentoB. CpenHee Bpems OT IO-
CTAaHOBKM JuarHoza M® no Hayama Je4eHHS PYKCO-
JUTUHUOOM coctaBwio 31 wmecsn (awamazon 0-250
MECSIIIEB), a CPEAHHI BO3pacT Hadasa JICYeHUsI PyKCO-
JUTHHUOOM cOCTaBIII 56 JieT (nmama3on 26—76 jeT).
Bce marueHThI, KpoMe OJTHOTO, MPEABAPUTEIBHO I10-
JIy4aJid TUIPOKCUMOYEBUHY U ObLIN YCTOHYHMBBI K HEH.
BeposiTHO, 3TO OTpa)kaeT TEHACHIIMIO HAa3HAYATh PYyK-
CONUTHHUO MPEUMYIIIECTBEHHO 00JIee MOJIOABIM TTallH-
€HTaM C BBICOKOW OITyXOJIEBOW MacCO M KaK MUHUMYM
OJTHOM HeyJaueil JiedeHus B aHaMHe3e. bonee moapo0-
HOE ONMHMCAaHUE UCXOIHBIX KIMHUKO-JIA0OPATOPHBIX T10-
KazareJei BCcel rpyIIbl MOKHO HAWTH B Ta0uIe 1.

Joza pyxconumunuba, usmeHerus 003bl U OMMEHA
npenapama

HavanpHast mo3a pyKCOMMTHHUOA  COCTaBIIsIIA
15 mr nBa pasa B aens y 64,3 % (27/42) u 20 mr nBa
paza B gneHp y 21,4 % (9/42) mammentoB. Tombko
6 OonbHBIX HaunHaiu jdedeHue ¢ < 20 mr B genb. Ciie-
IyeT OTMETUTh, YTO Ha4dalbHAs 11032 PYKCOMUTHHHOA

Ta6nuua 1. UcxopHble XapaKTEPUCTUKM NaLUEHTOB

XapakTepuctuka

MayneHTbl, N = 42

BospacTt

MepwvaHa, neT (onana3oH)

> 65 neT, n (%)

My»ckoli non, n (%)

Tvn M®

MepBuyHbIN, N (%)

nocT-UM/nocT-3T, n (%)

YpoBeHb reMmornobuHa, r/n

MepgunaHa (ounana3oH)

<100, n (%)

Yucno TpoMbouunTos, x 10%/n

MegnwnaHa (granasoH)
<100, n (%)
100-200, n (%)

> 200 x 10%/n, n (%)

HeT paHHbIX, n (%)

Yucno nenkouunTos, x 10%/n

MepwvaHa (onana3oH)

> 25, n (%)

Bnactbi B MK =1 %, n (%)

MyTtauuna JAK2YF, n (%)

TpaHcdy3noHHanA 3aBMCMMOCTb, N (%)

KoHCTUTYLMOHaNbHblE CUMMATOMbI, N (%)
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Pasmep ceneseHkn nNpu nanbnaumm (HUxe Kpan pebepHon oyru)

MepgunaHa, cM (oranasoH)

<5cm

5-<10cmMm

>10cmMm

Pasmep neveHn npu nanbnaumm (HUxKe Kpas pebepHon oyru)

n (%)

MepgunaHa, cM (oranasoH)

Mpynna pucka no DIPSS

Huakni, n (%)

MpoMexyTouHblin-1, n (%)

MpoMewyTouHbIN-2, N (%)

Bbicokun, n (%)

HeunssecTHbil, n (%)

MPOMEXYTOYHbIN-1

Pasmep ceneseHku npu nanbnauum B rpynne DIPSS

MepgunaHa, cM (oranasoH)

<5cMm, n (%)
5-< 10 cmMm, n (%)
=10 cM, n (%)

NPOMEXKYTOUHbIN-2/BbICOKMIA

Pa3smep ceneseHkun npu nanbnauum B rpynne DIPSS

MepgunaHa, cm (oranasoH)
<5cM, n (%)

5-<10 c™m, n (%)

=10 cM, n (%)

HavanbHana po3a pykconutmnHuba

20 Mr x 2 pasa B geHb, n (%)

15 Mr x 2 pasa B AeHb, n (%)

10 Mr x 2 pasa B geHb, n (%)

5 Mr x 2 pasa B f€eHb, n (%)

15 Mr x 1 pa3 B geHb, n (%)

MepnunaHa BpeMeHu OT AvarHosa 40 Hadana npuemMa pyKconmtmnHmnba, Mec. (onanasoH)

OblTa 3a mpezeaaMyd PEeKOMEHIYEeMOTO Juana3oHa 103
C MoTnpaBKoi Ha TpoMmOouuToneHHI0 y 71 % manueHToB
[15]. B wactHOCTH, OHA OBLTAa HIDKE PEKOMEHIOBAHHOM
y 50 % n Beimie y 21 % manueHToB. YBEIUYEHUE 0351
ObLTO PEeANPHUHATO TONBKO Y 30 % OOJBHBIX, a CpeIHsIs
CyTOUHasl 1032 PyKCONUTHHMOA cocTaBisuia 15 Mr asa
pa3a B cyTku. Crkopee BCero, 3T0O CBSI3aHO C OTCYTCTBH-
€M OIbITa IPUMEHEHMs Mpernapara U, K COXaJICHHIO,
C JIOKaJIbHBIMU IPOOJIEMaMH C JIEKapCTBEHHBIM o0ecIie-
YeHueM (OrpaHUuEHHBIN JOCTYI K PYKCOIUTHHUOY).

B memoM pykcoMMTHHUO XOPOIIO IEPEHOCHIICS.
Ha MomeHT cOopa MaHHBIX JE€4eHUE PYKCOTUTHHUOOM
MIPONIOJDKANIOCH Y OoNbIIMHCTBA maIeHToB (74 %),
y TakuxX JHL MeJuaHa SKCIIO3HLUHM PYKCOTUTHHHOOM
cocraBisia 20 mecsueB (quanasoH 1-80). Cpennss

MPOAOIDKUTEIBHOCTh TEPAUU PYKCOIUTHHHOOM Y BCEX
MAIMeHToB coctaBmia 29 mec. (muamazon 1-80). Ile-
PEpBIBBI B JICUCHUH M3-32 TOKCUYHOCTH OBUIM PEAKH,
B OCHOBHOM KPaTKOBPEMEHHBI U CBSI3aHbI TOJIBKO C Te-
MarToJOrM4eckod TOKCMYHOCThIO. B wacTHOCTH, TpoM-
Oorronenust 3—4 cremeHd SBWIACH NPUYMHOM TIpe-
pBIBaHUSI JICYCHUS] PYKCOJMTUHHOOM Yy 4 TalieHTOB
€O CpelHUM IepepbIBoM B jieueHuu 10 aueid. [Ipemapar
NPHUIUIOCH MOJHOCTBIO OTMEHHUTH y 11 (26 %) naum-
€HTOB TIOCJe CpeqHel MPOJOKUTEIBLHOCTH JISUEHUs
33 Mecsma (muana3on 6—73). B Teuenue mepBoro roma
Tepary PYKCOIUTUHUO OBLT OTMEHEH TOJBKO Y Of-
HOTO MAaMeHTa U MO €ro COOCTBEHHOMY pPEILICHUIO.
VY ocranbHbIX 8 MAMEHTOB MPUYMHBI OTMEHBI Ipera-
para ObUIM ClEAyIOUIHe: CMEPTh OT mporpeccun MO
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(n=2), cepnedHo-coCyaucThie COOBITHS (N = 5) U HEBO3-
MOXHOCTB IpueMa npenapara (n = 1).

Hzmenenus nanvnupyemozo pasmepa ceie3eHKU
Ha pyKconumunube

Ha wmomeHT Hayama medeHUS PYKCOTUTHHHOOM
y MOAABISIONIET0 OONBIIMHCTBA MALMEeHTOB Halmona-
JlaCh MAacCHBHAs CIJICHOMETAJIHs, OIpeaesnseMas Kak
MaBITAPYEMBIH pa3Mep cene3eHkr > 10 cM Hibke Kpas
neBoil pedepHoi mayru. CpemHuil pasmep Cele3eHKH
cocrtapisut 20 cM (auanazon 2—50) B Havale Uccieno-
Banusi. OH yMeHbIIWICS B cpeHeM Ha 10 cM (nuana-
30H 0-35) u 10 cm (mmnanazon 0-30) HMKe Kpas JIEBOH
pebepHoii IyTH mocie 3 MecsIeB U 6 MecsIeB JedeHHs
coorBeTcTBeHHO. ComtacHo kputepusm [IWG-MRT,
OTBET CEJIe3eHKH uepe3 3 u 6 MecsleB Tepanuu Obul
3apeructpupoBan y 36,5 % (15/41) u 47,5 % (19/40)
MMallCHTOB COOTBETCTBEHHO (OOJNBHBIE C WCXOITHO
MajJbpIIIPyeMOii CTruIeHoMeranueit < 5 cM Hioke pedep-
HOTO Kpasi ObUIM UCKIIIOYEHBI). Y BCEX OCTaJbHBIX Ia-
LIMEHTOB CEJIe3€HOYHbII OTBET COOTBETCTBOBAJ KpUTE-
pHUSM CTa0MIIH3AITUH.

Response: Ml Reduction 250%

Response: M Reduction 250%

25

o L] o
o o

Spleen Size Reduction from Baseline, %
o

a)

-100

o P 3
=] o 2 o

Spleen Size Reduction from Baseline, %
=
o

b) 100

WHauBuayanbHble N3MEHEHUS Pa3MEPOB CENIC3CHKU
yepe3 3 u 6 MecsLeB JICUCHHs PYKCOTUTHHHOOM TOKa-
3aHbI HA pUCyHKax la u 1b.

Yepes 3 mecsina JeYEHUsT yMEHBILCHUE Pa3MEpOB
cene3eHKH He MeHee ueM Ha 50 % nabmronanocs y 36 %
(15/42) 6onpHbIX. [IpMedaTesbHO, UTO Y ABYX MalHEH-
TOB B 3TOT MOMEHT BPEMEHHU IPH NaJIbHIAIMH ObLIT HOp-
MaJIbHBIH pa3Mep cerne3eHkH. CIIJIeHOMeraiusi ocTa-
JIaCh HEM3MEHHOM y § 4eNoBeK. YBEINUYEHUE Pa3MEPOB
cene3eHku (< 25 % OT UCXOIHOro ypoBHs) HaOIONa-
JIOCh TOJIBKO Y OTHOT'O OOJIBHOTO.

Cerne3eHOUHBIH OTBET elie OOoJblIe YITyOmiIcs Mo-
ciie 3 JIONOJHUTEIbHBIX MECSLEB JICYEHHs, IPU 3TOM
y OONBLIMHCTBA MALMEHTOB HAOIIONAIOCh HEKOTOPOE
YMEHBILICHUE pa3Mepa cene3eHKd. Cele3eHOYHbIN OTBET
HE HaOMIoNaNcs TONbKO y 4 TAIMeHTOB, a HE3HAYNUTEb-
HOE YBEIIMICHUE pa3MEPOB CEJIC3CHKH OBLTO O0HAPYKEHO
B OJTHOM CiTy4ae. Y OJHOTO OOJBHOTO CEJIe3€HOYHBIN OT-
BET MocIIe 6 MECSIIEB JICUCHUsI ONPECIUTD HE YIaoCh.

[ManyieHTH! OBUTM JOTIONHHUTENBHO PAa3elieHbl HA 3
TPYNITBl B 3aBUCHMMOCTH OT CTENEHH YMEHBIICHHS pa3-
MEPOB CEJIE3CHKH OTHOCUTENBHO 0a3albHOTO YpPOBHS

Reduction <50% B Non-response

tion <50% M Non.

Puc. 1. NameHeHUe NnanbnaToOpHbIX pa3MepoB cesie3eHKU: a) Yepes 3 mecaua (n = 42);

b) uepes 6 MecaueB neyeHus (n = 41)
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(< 25 %, 25-50 % u > 50 %). B Tabmurne 2 npuBeaeHb!
JIOJTM TIAIIUEHTOB C Pa3HBIM YPOBHEM CEIIE3€HOYHOIO OT-
Bera rnocye 3 U 6 MecsIeB Tepanui pyKCOIUTHHHOOM BO
BCeH BEIOOPKE ¥ B HAN00JIE€ MHOTOUUCIICHHOM ITOATPYIIIe
npomexxyTouHoro prucka 1 mo mxkane DIPSS. Cenezenou-
HBII OTBET HE OTIMYAJICS B TPYIIAX IMAIFIEHTOB C ITPOMe-
YKYTOYHBIM-1 U TIPOMEIKYTOUHBIM-2/BBICOKAM PUCKOM BO
BCEX OIIEHMBAEMBIX BPEMEHHBIX TouKax (p > 0,05).
3areM MBI OIEHWIIN W3MEHEHHS pa3Mepa cele3eH-
KU B Iepuoa Mexay 3 u 6 Mecsuamu jeueHus, rae 40
MAIMEHTOB UMEJTH TIO/IIA0IIHeCs OIICHKe TIaHHbIe. Pa3-
Mep CEeJIe3CHKU HE M3MEHUJICS Y TIOJIOBUHBI OOJIBHBIX.
Tonbko y HekoTOpbIX manuenToB (12,5 %, 5/40) orme-
4aJoch YMEHBIIIEHNE Pa3MEPOB CENe3eHKH MEHEee YeM
Ha 50 % nocae 3 MecAIeB JICUSHHUS, HO IOCTH)KECHHUE Cce-
JIE3EHOYHOTO OTBeTa K 6 Mecsiiam teparnuu. C apyroit
CTOPOHBI, YBEIUUCHHUE pa3Mepa CEJIe3CHKU OT Haaupa
Habmonanoch y 12,5 % (5/40) 6ompHBIX. Y OONBIIHH-
CTBa DTHX MAIMEHTOB (4 W3 5) poCT cele3eHKH ObLT

II. OHKOJIOrA | ONCOLOGY

HE3HAYUTEIBHBIM (MakcuMyM 5 cMm). MHTepecHo, uTo
y BCEX IAIIMEHTOB C POCTOM CEJIE3CHKU €€ pa3Mep Hc-
XOIIHO TpeBbimal 10 cM Huxe Kpasi peOepHOH TyTH.

Koppenayuu ¢ obwetl 8viorcusaemocmvio

Ha momeHT 00paboTku JaHHBIX OOJIBITMHCTBO Ta-
1ueHToB (83,3 %) ObLIH KUBBI, MEMaHA HAOIOICHUS
cocraBuiia 29 mecsiies (ot 1 1o 81). 16,7 % (7/42) Goiib-
HbIX yMmepnu. CmepTHOCTh coctaBmia 12,5 % (3/24)
y TMAalUeHTOB C HU3KOW/MpoMexyTouHol-1 u 22 %
(4/18) y manuMeHToB ¢ MPOMEKYTOYHOI-2/BBICOKON Ka-
teropueit pucka o DIPSS (p = 0,4). JletanbHbIX ncxo-
JIOB B TEUEHHE TIEPBOT0 T'O/Ia TEPAITHH PyKCOTUTHHU-
OooM He ObLTO. PacdeTHas oOmast BekuBaeMocTh (OB)
yepes 2 rofa u 3 roja HaOmroneHUs coctaBmia 95,8 %
u 87,3 % coorBercTBeHHO. CpegHee BpeMsi HaOIIo/Ie-
HUS CPEIM KHUBBIX M YMEPIIUX MAlUECHTOB COCTABUIIO
28 mecsneB (nuamazon 5—80) u 33 Mmecsia (quana3oH
22-70) cooTBeTcTBeHHO. OOMIasT BEIKUBAEMOCTh BCEX

Ta6nuua 2. [lonAa nauMeHTOB C YMEHbLUEHMEM pa3MepoB ceneseHkun < 25 %, 25-50 %,

= 50 % yepe3 3 n 6 MecALeB fiIe4eHUA

Pepykuusa pasMmepoB cene3eHKu

Bpemsa ot Hayana Tepanum

0-<25% 25-<50%
Bce naymeHTbl (n = 42) 13 (31 %) 14 (33 %)
3 Mecaua
MpoMexyTo4HbIn-1 (n = 23) 6 (22 %) 8 (35 %)
Bce naymenTbl (n = 41) 11 (27 %) 11 (27 %)
6 MmecAueB
MpoMexyTo4HbIn-1 (n = 23) 5 (22 %) 5 (22 %)
100% ettt ——t—t
2 75%
=
©
8 H—t
o
2 50%
c
>
D 25%
0,
0%g 1 2 3 4 5 6 7

Time in years

Puc. 2. O6w,an BbDKMBaeMoCTb BCceX naumeHToB (n = 42)
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nanueHToB ¢ M®, noixyyaBmuX pyKCOJIUTHHHUO B Ha-
LIeM HMCCIICIOBAaHUH, TPEACTABICHA Ha PUCYHKE 2.

Mbl npoaHaM3UpPOBAIIU, KOPPEIUpPYeT I YPOBEHb
CEJIe3eHOYHOTO OTBETa TOcie 3 U 6 MecAleB Teparnun
¢ o0mIel BBDKUBAEMOCTBIO Y HAITMX TAIIMEHTOB. 3HAYN-
TeNbHO OoJIee BHICOKAs 00111ast BEKMBAEMOCTh HaOIr0Aa-
JIach y MAlMEHTOB, JOCTUITLINX COKPAILCHHUS CeJIe3eHKI
He MeHee yeM Ha 50 % 1o cpaBHEHMIO ¢ YMEHBIIEHHEM
cene3eHKU MeHee 4yeM Ha 50 % nocine 3 Mecsues jede-
Hus pykcomuTrHIOOM (p = 0,021). [IpumedaTensHO, 9TO
CpeIy 3THX MAMEHTOB HEe ObLIO 3apETHCTPUPOBAHO Jie-
TaJILHBIX UCXOJI0B HJIH IIPOTPECCUPOBAHUS 3200JICBAHHS
Ha IIPOTSHKEHUH BCETO Nieproyia Habmonenus. Pacuernas
OB 06bI1a 0COOEHHO TIOXOW y MAIUEHTOB C YMEHBIIIe-

HHUEM pa3Mepa cele3eHKH MeHee 4eM Ha 25 % mocine 3
MecsIeB jeuenus (puc. 3a u b).

Cpenyu manueHToB ¢ YMEHBIIEHHEM pa3Mepa cele-
3eHKHM He MeHee ueM Ha 50 % nociie 6 MecsleB Jeue-
HUS TONBKO 5 % (1/19) ymepinu 3a Bpemsi HAOIIOACHHUSL.
YMepmnii manueHT JOCTUT CEJNEe36HOYHOr0 OTBETa
TOJIbKO TIocie 6 MecsiueB Tepanui. Ene yeTsipe nanu-
€HTa, y KOTOphIX He Obl10 AOCTUTHYTO 50 % yMeHb-
LICHUSI Pa3MEpPOB CEJIE3EHKU uepe3 3 Mecsua Tepa-
UM, HO OBbUI Takoi OTBET mociie 6 MecsAleB Mpuema
PYKCOMUTHHHOA, ObLIN >KMBBI HA MOMEHT IOCJICIHETO
3aperucTpUpPOBaHHOrO BHM3HMTa. He ObLIO cTaTHCTH-
YeCKH 3HaUYMMOH pasHuibl B OB Mexny manueHTaMu
¢ yMeHbIIIeHneM pasMmepa cerneserku < 50 % u > 50 %

Spleen size reduction + <50% + 250%

100% PP PP —— — : |
2>
= 75%
el
w
0
e L
2 50%
[
=
c
B 25%
p = 0.021
0,
o 1 2 3 4 5 6 7
2 Time in years
Spleen size reduction + <25% + 225%
100% ST R P — " \—l—
2 :
= 75%
o]
1+
e
e ! r
2 50%
2 ——
e
® 25%
p=0.016
1)
b) OAJO 1 2 3 4 5 6 >

Time in years

Puc. 3. O6w,an BbDKMBaeMoOCTb B 3aBUCMMOCTMU OT YPOBHA CeJZIe3eHOYHOro oTBeTa nocre
3 MecALeB Tepanuu pyKCoJIMTUHUGOM, n = 42: a) < 50 % npotus = 50 %, p = 0,021,
b) < 25 % npoTtue = 25 %, p = 0,016
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yepes 6 MecAIIeB, OHAKO TEHJICHIUS XOPOIIIO 3aMeTHA
Ha rpaduke BBDKMBAEMOCTH (puc. 4).

MBI Takke MpOoaHATM3UPOBAJIN B3aUMOCBSI3b He-
CKOJIbKUX (PaKTOPOB PUCKA C JIOCTH)KCHHEM HE MEHee
50 % yMeHbLICHUS CEIEe3CHKH uepe3 3 Mecsua jede-
Husl, a Takke ¢ OB. B 5ToT aHanu3 ObLIM BKIIFOUEHBI
HCXOJHBIN pa3Mep ceneseHkH (< 10 cMm mpotus > 10 cm
HUXe Kpas peOepHoil ayru), rpymnmna pucka mo DIPSS,
ypoBeHb remorsioonsa (> 100 r/m mpotus < 100 r/m),
KOJM4YecTBO TpoMOormuToB (> 200 x 10%1 u < 200 x
10°/m), xomuuecTBO neikoruToB (> 10 x 10%1 1 < 10 x
10°/m), koMuecTBO 6JIACTOB B MepUpEPUISCKO KPOBU
(<1 % npotus > 1 %), Bpems OT MOCTAHOBKH JUATHO-
3a M® 1o Havaia Tepamud PyKCOIUTHHHOOM (> 24
MecsIeB MpoTuB < 24 mecsies), TUM MuenopuoOposa
(mM® nnu noct-Ull/moct-OT M®) u craryc MyTauuu
JAK2V617F.

[Ipu onHOodaxTOpHOM aHanM3e MBI HE OOHAPYKH-
JU KaKUX-TH00 KIMHUYECKHUX WK JIa0OPaTOPHBIX T10-
Kazarenel, KOTOpble JOCTOBEPHO KOPPEIUPOBAIH OBI
C PaHHHM CEJIC3CHOYHBIM OTBETOM. MeEXOy TeM Kak
B OTHO()AaKTOPHOM, TaK U B MHOTO(AKTOPHOM aHaJIN3e
OTCYTCTBHE MaCCHBHOM CIUIEHOMETaIINH (pa3Mep celie-
ek < 10 cm) (p = 0,047) u ymeHbIIeHHe pazMepa
cese3eHKd He MeHee ueM Ha 50 % udepe3 3 mecsua Jje-
yenus (p < 0,001) He3aBUCHUMO KOppETUPOBAIIN C JTyd-
meit OB. Kpome Toro, Habmronanacy TCHACHITUS K HE-
onmaronpusTHo OB y manueHToB ¢ 601ee IITUTEITBHON
MIPOIOJDKUTENFHOCTEI0 3a0oneBanHust (< 24 Mecsies
potuB > 24 mecsueB) (p = 0,062). K coxanenuto, Mbl
HE CMOIIHM MpPOAaHAJIM3UPOBATh BIMSHHE HaYaJbHOM
JT03BI PYKCOJIMTUHUOA, TTOCKOJIBKY OOJBIIMHCTBO TTAITH-
€HTOB MONy4anu 15 Mr aBa pasa B JICHb.
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Bausinue pyxconumunuba
HA KOHCIMUMYYUOHAIbHbLE CUMNINOMbL

K coxanennto, yqacTByIOIIHE IIEHTPHI HE UCTIONB30-
BaJIM OTIPOCHUKH JJISI OLIEHKH CHMIITOMOB 3a00JI€BaHMs.
Ilo naHHBIM MEIUITMHCKON TOKYMEHTAIMH, Hd MOMEHT
Havaya ieaeHus y 88 % (37) malueHToB OTMEYacs X0OTs
OBl OJTMH KOHCTUTYIIMOHATBHBINA cuMmnToM. HTEpecHo,
uto 91 % (21/23) GONIBHBIX UMEIH KOHCTUTYIHOHAJIb-
HBIE CHMIITOMBI B KaTeTOPHH MPOMEXYTOYHOTO PHCKa
DIPSS-1. Cumnromsl momHOCTBIO ncuesmn 'y 62 %
(23/37) u 89 % (33/37) nanmenroB uepe3 1 u 3 mecsina
JICYeHHs PYKCOJMTHHUOOM COOTBETCTBEHHO. Bo Beex,
KpOMe JBYX, CIy4asx ITOJHOE MCYE3HOBEHHE CHMIITO-
MOB 3a00IeBaHus ObLIO 3apUKCUPOBAHO Yepe3 6 Mecs-
1eB. CHMIOTOMBI BO3BPAIIAIIMCH TOJIBKO Y TEX JHOJEH,
Y KOTOPBIX OBUTH JUTUTEIbHBIE TIEPEPHIBHI B JICUCHUH HITH
MOCTOSIHHOE TIPEeKpalleHre IprueMa pyKCOTUTHHHOA.

OBCYXAEHUE

Harmma momyrnsiys nanueHToB OTaUYanach OT Malu-
€HTOB, HAOIONABIIUXCS B KIMHUYCCKUX HCITBITAHHUSIX
W JIPyTUX OITyOIIMKOBAaHHBIX KOTOPTaX IOBCEIHEBHON
MPAKTUKHU, TOpa3ao 0oJiee MOJIOABIM BO3PACTOM U IIpe-
HMMYIIECTBEHHO MPOMEKYTOUHBIM-1 PUCKOM M0 IIKae
DIPSS [4, 11, 18, 19]. Kpome Toro, y O0IBIIMHCTBA Ha-
[IUX TAIMeHTOB, B OTIMYNE OT MAIMEHTOB B MTAJbsH-
CKUX HCCIIEIOBAaHUIX, OBUTH BBIPAKEHHBIE CHMITTOMBI,
OCOOCHHO B KaTeropuu HU3Koro pucka [18, 20]. Dror
(akT MOXKHO OOBSCHUTH CEJICKIMel OONBHBIX B yCIIO-
BHSIX OTPaHHYCHHBIX PECYPCOB. B TO ke Bpems apyrue
WCXO/HBIE (DaKTOPHI, TaKWE KaK YPOBHH TE€MOITIOOMHA
U TPOMOOIIUTOB, KOJIMYECTBO JIEWKOIUTOB B Iepude-
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pUYECKOl KPOBU M KOIMYECTBO OJACTOB, OBLTH COIIO-
CTaBUMBI ¢ IpyrUMH BeiOOpKamu [ 18-21], a mons mamu-
€HTOB C MAaCCUBHOH CIUICHOMETAJIUEN B HAILIEH Ipymme
npomexyTouHoro-1 (moutu 60 %) ObuTa comocTaBUMa
C TAaHHBIMH UTAJTBLIHCKOTO MccienoBanus [20].

W3-3a orpaHnyeHHOro A0OCTyma K TabieTkaMm o
20 Mr B OOJNBIIMHCTBE IICHTPOB, Y4YaCTBOBABIIIHX
B HAIIEM HCCJICJIOBAaHUH, PYKCOIUTHHUO Ha3HAYAJICS
B CHIDKEHHOH 1o03e (15 mr nBa pasza B aeHb). [Ipu aTom
OTBET IO CUMIITOMaM M CEeJIe3eHKe OB COTIOCTaBUM
c uccnenoBanusimu COMFORT-1, UK ROBUST u npy-
CUMHU KOTOPTaMHU «OOBIYHOW MPAKTUKHY, T/ MallUCH-
THI TIOTy9aIl B OCHOBHOM 20 MT 1Ba pasa B JCHB |8,
11, 12, 18-21]. DTomy 3¢ heKTy MOTIIH CIOCOOCTBOBATH
npeo0IiajaHue MaMeHTOB C HU3KUM yPOBHEM PUCKaA 1/
WJI HEYaCThIC MePEPHIBBI B IPUEME JISKAPCTB B HAIICH
Koropre. JIeMCTBUTENBHO, XOTA B HALIEM HCCJIEN0BA-
HHUW CEJIC3CHOTHBIM OTBET OBLI CXOK B TPYIIAX PUCKa
DIPSS npomexkyTouHbIi-1 U BbIIIE, KAK U B UCCIEI0-
Banuun ROBUST, Palandri u coaBTops! mokazaiu Kop-
peNALnIo MeXAY HeOnaronpusiTHHIM puckoM 1o PSS
U HEIOCTATOYHBIM CEJIC3CHOYHBIM OTBETOM B TOpa3/io
OompImieil BEIOOpKE TarieHToB [18]. B HEKOTOpBIX cO-
OOIMIEHU X TaKKe TTOKa3aHO, 4TO OoJiee HU3KKIE Hayallb-
HBIC J103bl PYKCOJIMTHHHOA ACCOLMUPOBAHEBI C JIyUIIeh
MIEPEHOCUMOCTHIO U TepepbiBamMu B Tepanuiu [20, 23].

bonee BpIcOKass oOmiasi BEIKUBAEMOCTh y HAITHX
MAIMEHTOB TI0 CPABHEHUIO C YUACTHUKAMH HEKOTOPBIX
WCCIICIOBAaHUH, TIPOBEIEHHBIX MPH TOAJEPKKE Papm-
kommanwuii [10, 16], Takxkxe MOXKET ObITH CBsI3aHA C TIpe-
o0ajlaHueM TAIMEeHTOB C OJAronpUsITHBIM PHUCKOM
DIPSS, a takke ¢ 0oyiee MOJOABIM CPEIHUM BO3pac-
toMm. [IpumeuaTensHo, uto Hama Meauana OB cooTBeT-
CTBOBAJIa UTAJIbIHCKON BBIOOPKE M T'PYIIIIE MPOMEXKY-
TouHOro-1 prcka B uccienosanuu JUMP [19, 20].

IIpenpiayrmme WCCenoBaHus TOKA3aIHM CBSI3b MEK-
Iy YMEHBIIIEHHEM pa3Mepa Cele3eHKH He MeHee 4eM
Ha 50 % mocie 6 MecsueB JieYeHHUs! PYKCOTMTHHHOOM
u Oosee OnaronpusTHOW OOIICH BBDKUBAGMOCTHIO [16,
18]. B otimnuue oT mocieHUX UCCIIEI0BAHUM, MBI OIICHH-
BaJIM BIIMSTHYE OTBETA CEJIe3EHKH B O0j1ee paHHNI MOMEHT
BpPEMEHH 4epe3 3 MecsIia Teparid, OCKOIIBKY B HallleM
HAOJIONICHUM U B HECKOJIBKUX JPYTUX HCCIIEIOBAHUSIX
HaUOOITbINAsI IMTHAMUKA CEJIC3CHKH ObLIa B TCUCHHUE TIep-
BBIX 3 MECSIIIEB TIOCIIe Havaja JCUCHUS PYKCOTUTHHIOOM
[12, 14, 18, 19]. MBI noka3anu, 4T0 y HALUEHTOB C JIHO-
OBIM CeJIe3eHOYHBIM OTBETOM IIOCIIE 3 MECSIIEB TeParun
Celie3eHKa MOXKET TPOJOIKATh YMEHBIIATHCS, HO H3Me-
HEHMS C TCUCHUEM BPEMEHH HE TaK BBIPKEHBI, 0COOCHHO
Y JIMI] C HEIOCTAaTOYHBIM OTBETOM B O0JIee paHHHUE CPOKH.

JeicTBUTENbHO, pAHHUM  CEJIE3CHOYHBIA  OTBET,
OTpeeNisieMblil KaKk YMEHBIICHUE pa3Mepa CelIC3CHKU
He MeHee 4eM Ha 50 % mocie 3 MecsueB Tepanuu pyk-
COJINTUHMUOOM, 3HauuTeNIbHO Biausul Ha OB B Halel ko-

ropre. BesiBUTH UCXOMHBIE (HAKTOPBI, KOPPEIUPYOIIIES
C paHHUM OTBE€TOM, HaM HE YAaJI0Ch, YTO MOXCT OBITE
CBSI3aHO C HEOOIBIIIMM pa3MepoM BHEIOOPKH W HecOasIaH-
CHPOBaHHBIM PACIIPE/ICIICHHEM 3THX TapaMeTPOB MEXITY
aHaIM3UpyeMbIMH TioArpynmnamu. Kpome Toro, Hammm pe-
3YJIbTaThbl MMOKA3BIBAIOT, YTO MAIMCHTHI C YMCHBIICHHUECM
pa3Mepa cele3eHKH He MeHee 4eM Ha 25 % TakKe Moiy-
YaJi TI0JIB3Y OT PYKCOIUTHHHOA C O0Jiee BRICOKOW OXKH-
JlaeMoi 00ITIel BEDKUBAEMOCTBIO TI0 CPABHEHUIO C TIallH-
C€HTaMH, HC OTBCTUBIIIVMMH Ha JICUCHUEC. OI[HaKO B HallieM
HaOJTIONEHUH, KaK U B HEKOTOPBIX JPYTUX IMyOIMKaIusIx
[16, 18], aTa rpymma MarMeHTOB HAXOOWUTCS B TPYIIIC
BBICOKOTO pHCKa HeA(P(EKTHBHOCTH JICUCHHS U CMEPTH.
[TpumeuarenbHO, YTO HOBBIE KpUTepuH HEIDPEKTUB-
HOCTH pyKcOMMTHHMOA Harrisson u Koswier onpenenstor
PE3UCTEHTHOCTH K pyKcomuTHHUOY mpru MO kak < 30 %
YMEHBIIICHHE TTAITLIIIPYEMOTO pa3Mepa CelIe3eHKH MoCe
KaKk MUHUMYM 3 MecsiLeB JieueHus [24]. 1o cornacyercs
C HallTUMU PEIYJIbTaTaMU U IOATBEPIKAACT, YTO IMAIIUCHTLL
C YMEHbIIIEHHEM cere3eHKH < 25 % uepe3 3 mecsa Mo-
TYT CUUTATHCS PE3UCTEHTHBIMH K PYKCOTUTHHHOY.
Od4eBHUIHO, YTO B HAIIEM HCCIICIOBAHUH €CTh He-
CKOJIKO OTPAaHUYCHHH, KOTOPBIC CHUXKAIOT HAJCK-
HOCTh HallMX PE3YyJILTAaTOB. BO-HCpBI)IX, OHO HMECT
PETPOCIIEKTUBHBIN AU3aliH C OTCYTCTBYIOUIMMU JaH-
HBIMH B HECKOJBKHX MOMEHTax BpeMeHH. Bo-BTO-
PBIX, CYIIECTBYET sIBHas MPEIB3SATOCTh MPH OTOOpPE
NaIMEeHTOB B TI0JIb3Y Oojiee MOJIOMBIX JIIofiei ¢ Omaro-
INPUATHBIM PUCKOM, C BBIPAXKCHHON CHMITOMATHUKON
1 OOJBINION OITyXOJIeBOM Maccoil. Takyke MBI CMOTIIH
OIIEHUTH CEJIE3CHOYHBI OTBET TOJBKO MaJIBIIATOPHO.
Tem He MeHee, OTCYTCTBHE CTPOTMX KPUTEPHEB BKIIIO-
YEHUSI/UCKITFOUCHUS JIeNIaeT Hallle McclieJOBaHUe Ooriee
PEOPE3CHTATUBHBIM JIJI HOBCCHHGBHOﬁ KJIIMHAYECKON
MPAKTHUKH TI0 CPABHEHHIO C KIIMHUYECKUMH UCTTBITAHH-
saMu 3 ¢asbl, 0COOCHHO B OTHOIICHHH JOJTOCPOYHBIX
Pe3yabTaToOB U YCIOBUNA OTPAHUUYEHHBIX PECYPCOB.

BbiBO/bl

B Hameil peTpoCHeKTHBHON «peaslbHON» KOrop-
T€ C BBICOKOM OMyXOJeBOH Maccoil pyKCOTUTHHHUO
XOpOIIO TIEPEHOCHIICS M OBIIT JIOBOIBHO 3(D(hEeKTUBEH
B PEOYKLUH CIIJICHOMETAJIMH U KOHTPOJIE KOHCTHUTY-
MUOHAJIBHBIX CUMNTOMOB. Ha MOMeHT cOopa maHHBIX
noziaBJsifoniee OOMBIIMHCTBO MALMEHTOB OBLITU JKHBBI
Y TIPOJIOJIKAITH JICUEHHE.

B coorBeTcTBUM € AaHHBIMU APYTHX aBTOPOB Celle3e-
HOYHBIH OTBET UMeEJI IPOTHOCTUUYECKYIO 3HAUMMOCTD IS
o01meli BbbkuBaeMOCTH. Harlm 1aHHble yKa3bIBatoT Ha TO,
YTO yMEHBIIEHHE pa3Mepa CeNie3eHKH He MEHee d4eM
Ha 50 % B TedueHHWe MEPBHIX 3 MECSIIEB TepPau PyKCO-
JUTUHUOOM CIIe[lyeT CUMTaTh ONTHUMAJIbHBIM, IIOCKOJIbKY
TaKoW OTBET aCCOLMMPOBAH C JIy4IlIeH BBDKUBAEMOCTHIO.
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MBI MOXEM TPEOTI0KNATE, UTO CIEAYET MOIBITATh-
Csl YBEJIMYHTB JI03y PYKCOJIMTHHHUOA Y MAIUCHTOB, Y KO-
TOPBIX HE JOCTUTACTCS ONTHUMAJTBHBIA CEIe3EHOYHBIN
otBeT. B HeOombIol rpyrmne OOJBHBIX C MPU3HAKAMH
pedpakTepHOTO 3200/I€BaHUS 1 YMEHBIIICHUEM pa3Mepa
ceJe3eHKU MeHee ueM Ha 25 % depe3 3 mecsia JeueHust
HEOOXOIMMO TIEPECMOTPETh TEPAIEBTHUECKYHO CTpaTe-
THIO0. Y MOAXOAAIINX MAIIIEHTOB CIEAYET UCTIOIh30BATh
amno-TI'CK nnm Brimto4aTh MX B KIMHWYECKHE HCCIIe-
JIOBaHUS HOBBIX TpemnapaToB. OHAKO TP OTCYTCTBHH
aJbTEPHATUBHBIX BapUAHTOB [UJIsl MALIMEHTOB CO CTa-
OWJILHBIM 3a00JICBAHUEM TPUEM PYKCOJIMTHHHOA MOXK-
HO TPOJOIDKHUTH B MAKCUMAJIHHO TIEPEHOCHUMOM JT03€.
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WU OTOEeNEHNEM XUMUOTEpPanM OHKOreMaTonormnye-
CKNX 3aboneBaHUN N TpaHCNIaHTaLUM KOCTHOrFO MO3ra
N2 2 ®Irey «HMWL, nm. B. A. AnmasoBa» MuHapgpaBa
Poccnu;

Nasopko Hatanua CepreeBHa, 3aBenywouwmin oToe-
neHneM cneunannsnpoBaHHOW MeAULMHCKON MOMOLN
OHKOMOMMYeCKUM NaymeHTaM KOHCYNbTaTUBHO-ANarHo-
cTudeckoro ueHtpa ®rey «<HMUL, um. B. A. AnmasoBa»
MwuHapgpaea Poccuu;

CouTtakoBa EBreHus ropesHa, Bpa4y-remaTosior oT-
OeneHnsa crneymnann3npoBaHHON MegULLMHCKOM NOMOLL N
OHKOMIOMMYECKUM NauMeHTaM KOHCYbTaTUBHO-ANArHo-
cTndeckoro ueHtpa ®rey «<HMUL, um. B. A. AnmasoBa»
MwuHapgpaea Poccuu;

Onmos leoprui MNaenoBuY, K.M.H., Bpay-remMatosior
rematoniorndeckoro kabuHeta, 'AY3 oppeHa TpynoBo-

K.M.H.,
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ro KpacHoro 3HameHun «lopoackasa KnnHuyeckana 6osb-
Huua N2 1» (YenabuHck);

MosnHa MapuHa [aponbgoBHa,
FAY3 oppeHa TpypoBoro KpacHoro 3HameHu «lopof-
CcKaf KnHu4eckana 6onbHuua N2 1» (HenabuHck);

Jln Onbra KOpbeBHa, Bpay-reMaTonor oTaoeNeHns re-
maTonoruun, N6Y3 «CaxanunHckasa obnacTHaa KANHUYe-
cKafA 6onbHULa»;

TpunasHa KceHnna BopucoBHa, Bpad-remaTtonor Tom-
CKOW 06/1aCTHOW KJAMHUKO-AMarHOCTUYECKOWN MONNKIN-

Bpa4y-remaTtonor,

HUKN, OMAY3 «Tomckasa obnacTHaa KanHun4eckas 605b-
HULLa»;

Munxanes Muxann AnexkceeBund, Bpad-reMmaTtosior oT-
neneHus remaTtonorum n xummnotepanumn, KFbY3 «Kpac-
HOAPCKaa MexpanoHHasa KnnHndeckas 6onbHuua N2 7»;

CokypoBa EneHa BacunbeBHa, Bpad-remaTtosnor no-
nuknuHnyeckoro otaenenna N2 4, KITBY3 «lMonuknuHu-
Ka N2 4» (BnaguBoOCTOK);

OTMopckaa AHHa AneKcaHOpoBHa, Bpad-remaTosor
KpaeBoW KOHCynbTaTnBHOM nonnknunHukn, KFBY3 «Kpa-
eBaf KNMHuYeckas 6onbHuua» (bapHayn);

XasneBa AHHa CepreeBHa, Bpay-reMaTosior KOH-
CYNbTaTUBHO-ANArHOCTUYECKON MONMKANHUKK, KITBY3
«KpacHofApcKana KpaeBasa KnHn4Yeckasa 6onbHMLa»;

YcTtbaAHueBa Bwuktopusa BnagummposHa,
MaToNor MNONUKIAMHUYECKoro oTtaeneHus, YY3 «Knun-
Hu4yeckana 6onbHuua «PXO-MepuunHa» ropoga Yens-
OUHCK»;

MaTtBneHko HOnua OMUTpreBHa, Hay4HbIi COTPYA-
HUK HNO mMmmyHooHkonorum HLMY «LleHTp nepcoHa-
nnanpoBaHHo meguunHel» PreyY «HMUL, nm. B. A. An-

Bpay-re-

masoBa» MuH3pgpaBa Poccun;

[Bapuukuin AHgpen KOpbesudl, O.M.H., oupexkTop VH-
CTUTYyTa OHKonorum n rematonorum, ®rey HMUL, nm.
B. A. AnmasoBa» MunHagpasa Poccun.
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