DOI 10.18821/0234-5730-2016-61-1-17-25 Hematology and Transfusiology. 2016; 61(1)
Original article

© KOJIJIEKTHUB ABTOPOB, 2016
YK 616-006.448.03-085

WMoHosa T.N."?, AHuykoBa J1.B.3, BuHorpagosa O.t0.**5, [pueHko T.A7, EBceeB A.B.8, Ko3znoga J1.K.5,
Kypb6aTosa K.A.'?, Kyuma I.6.%, lomana E.I['°, lamkuHa A.C."", MautonanTteHe E.P."2, MacHukos A.A8,
HukunTmHa T.IN."2, MaHkpawknHa M.M.**, Mocnenosa T.N."", PoanoHosa A.l0.2, Ycauesa E.N."3

KAYECTBO XU3HU N CMEKTP CUMINTOMOB Y BOJIbHbIX MMEJTOOUBPO30M
HA ®OHE TEPANMUN: AAHHbIE KIMHUYECKOI MPAKTUKUN

'OIBY «CaHKT-TeTepbyprckunii MHoronpodunbHbIi LeHTp» MuHsapasa Poccun, 198103, . CaHkT-TMeTepbypr, Poccus;
2MeHaLMOHanbHbIN LeHTP 1ccnefoBaHmA KauyecTBa Xu3Hn, 191014, r. CaHkT-MeTepbypr, Poccus; 2 BY3 «Bonoroackas
obnactHas KnuvHuuyeckas 6onbHuUua», 160002, r. Bonorga, Poccus; “MOCKOBCKUI A TOPOACKON remaTtonornyeckumi
ueHTp BY3 «fopoackaa knuHuueckaa 6onbHuua um. CIN. BoTkuHa» [enapTameHTa 3apaBooxpaHeHns MocKBbl,
125284, r. MockBa, Poccus; *OIBY «DefepanbHblii HAYYHO-KIMHUYECKMI LEHTP AETCKOW remaTonorumn, OHKonornm
1 uMmyHonorun um. mutpuma PoraueBa» Munsgpasa Poccum, 117997, r. Mocksa, Poccus; FBOY BINO «Poccuiickuin
HaLMOHaNbHbIA NCCNeAoBaTeNbCKUN MEeAULMHCKNA yH1BepcuTeT um. H.W. Muporosa» MuHsgpasa Poccum, 117997,
r.Mocksa, Poccus; TBOY BMO «CamapcKuii rocyapCTBEHHbIN MEAULIMHCKII YHBEpcUTeT» MuH3gpasa Poccun, 443099,
r. Camapa, Poccus; 8BY3 PK «PecnybnukaHckas 6onbHuua nm. B.A. bapaHoBa», 185019, r. lNetpo3aBoack, Poccus; TBOY
BMO «OpeHO6Yprckmin rocyaapcTBeHHbIN MeANUMHCKINIA yH1BepcuTeT» MrH3gpaBa Poccin, 460000, r. OpeHbypr, Poccus;
°QrbY «CeBepo-3anafHblii dpefepanbHbli MeAULMHCKII UCCNefoBaTeNnbCKuii LeHTp um. B.A. AnmasoBa», 197341,
r. CaHkT-MNeTepbypr, Poccus; '"'TBOY BINO «HoBocMOUpPCKMiA rocyfapCTBEHHbI MEAULIMHCKNI yHUBepcmTeT» MUH3LpaBa
Poccun, 630087, 1. HoBocnbupck, Poccus; MMOANKANHMKA C KAVHWKO-AMArHOCTMYeCKM LeHTpom BOY BI1O
«MepBbit CaHKT-MeTepbyprckunii MeAULMHCKNIA yHUBepCUTeT M. akaa. W.IM. Masnosa» MuH3gpasa Poccun, 197376,
r. CaHkT-lMeTepbypr, Poccus; SUHCTUTYT AeTckol remaTtonorum u TpaHcnnantonoruy um. PM. Topbauesorn MbOY BMNO
«MepBbit CaHKT-TeTepOypPrcknin rocyAapCTBEHHbIN MEAVLMHCKI yHUBepcuTeT UM. akag. W.IM. Masnoea, 197022,
r. CaHkT-MeTepbypr, Poccua

Llenbto gaHHON paboTbl 6bINO M3yUeHMe KauyecTBa XKU3HW 1 CNeKTPa CUMMTOMOB, @ TakXe BblABNEHME X
0CO6EHHOCTEN B 3aBUCMMOCTU OT BUAA NPOBOLMMOTO fleyeHns y 6051bHbIX Muenodubposom (MD) B ycnosusax
peanbHOIN KNMMHWYECKON NPaKTUKN. B aHann3 Bknoumnm 93 6onbHbix MO, KOTopble y4acTBOBaNM B MHOMOLIEH-
TPOBOM HabnogaTenbHOM UccneaoBaHUK «<KauecTBO XKM3HW, CMEKTP CUMMTOMOB Npy Mrenodubpose: Banmaa-
LMA ONPOCHMKA ANs OLEHKN CUMMTOMOB Y 60/bHbIX M1enodprbposom» (2014-2015 rr.). M3 BKOUEHHBIX B MC-
cnepoBaHue 62 60MbHbIX NOMYyYanu Nyyllyto ocTynHyto Tepanuio (JIOT, «best available treatment»), 31 6onb-
HOW — PyKCONMTUHMOG. BOsbHble OHOKPATHO 3aMOJTHAMIN OMPOCHMK OLIEHKM KauecTBa »n3Hu SF-36, onpocHUK
[NA OLeHKN CUMNTOMOB Y 605bHbIX Mrnenodunbposom CSP-Myelofibrosis Module v wkany «O6wwan oueHKa 13-
MEHEHW CaMOYyBCTBMA NauMeHTay. B ycnoBursax peanbHOW KNMHUYECKON NPakTUKM NMPOAEMOHCTPYPOBAHO,
YTO NoKasaTenn Gr3nYeckoro, NMCUXONOTMYECKOrO 1 COLMANbHOro GYHKLMOHMPOBaHNA y 605bHbIX MO 3Haun-
MO HUKe, YeM Y YCIIOBHO-3[J0POBbIX PeCnoHAeHTOB; 6onee TpeTn 60/bHbIX MD MetoT 3HaUnTeNbHOe UNK Kpu-
TUYECKOe CHUXeHMe nHTerpanbHoro nokasatena (UMM) kayectsa *um3HU. Ha ¢doHe Tepanmu pyKconuTmHno6om
noka3saTenv KayecTBa XK13HW 3HaYNTENbHO BblLLE, @ Yy4lleHne cCaMoyyBCTBMA GONbHbIX CyllecTBeHHO Gonee
BbIPaeHo, Yem y 60sbHbIX Npw JIAT. BonblumHCTBO 601bHBIX MO UMELOT LIMPOKUIA CNEKTP CUMNTOMOB. Hanbo-
nee 3Ha4YMMbIM CMMTOMOM, OTPULATENIbHO BAKAOLWMM Ha UM KayecTBa X13HM GONbHbIX, ABNAETCA CH/XKEHNE
AKTMBHOCTW. ¥ 60/bHbIX MD, MoNyyaloLwmnx pyKCONUTUHNG, CUMMTOMbI MEHEE BbIPaXeHbl, YeM Y 6OJIbHbIX, NO-
nyvatowmx JIAT. UHPopmaLma o KauecTBe »mn3Hu 1 cumnTomax y 6onbHbix MO Ha doHe neueHns, nonyyeHHas
B YC/IOBMAX PeanibHONM KIMHNYECKOW NPaKTNKK, ABNAETCA BaXHbIM AOMOSIHEHNEM K pe3yfibTaTaM KIMHUYECKNX
MCCneaoBaHNiA MPU N3yYeHUn KIIMHNYeCKo 3GPeKTUBHOCTY Tepanmn 1 MOXKET CMOCOOCTBOBATL Y/yULLIEHNIO
KOHTponA 3aboneBaHWA B COOTBETCTBMM C MPUHLMMaMK PUCK-afanTypOBaHHON Tepanum.

KniwouyeBble cnosa: Mmenod>|/|6po3; KayeCTBO XKM3HW; CUMNTOMbI; pyKCOJ’II/ITVIHI/I6; NydwiaAa OocCTynHaA
Tepanusa; pealibHaAa KINHNYeCKaA NpaKTnKa.
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The aim of the study was to evaluate the quality of life (QoL) and symptoms in patients with myelofibrosis
(MF). 93 patients with MF who participated in the multicenter observational study “Quality of life and symp-
toms in myelofibrosis: validation of the symptom assessment tool for patients with myelofibrosis” (2014-2015)
were enrolled in the analysis. 62 patients received best available treatment (BAT) and 31 patients received
ruxolitinib. All the patients filled out the SF-36, CSP-Myelofibrosis Module and Patient Global Impression of
Change (PGIC) tools. In the real-world study in MF patients QoL was demonstrated to be significantly worse
than in healthy controls; more than one third of patients had significant or severe QoL impairment. Patients
treated with ruxolitinib had better QoL and lower symptom severity as compared to BAT patients. Decline of
activity appeared to be the major symptom which significantly reduced QoL in MF patients. QoL and symptom
data in MF patients during treatment in a real world setting may be a solid supplement to clinical variables and
may contribute to better disease control in accordance with the principles of risk-adaptive therapy.

Keywords: myelofibrosis; quality of life; symptoms; ruxolitinib; best available treatment; real-world data.
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Muenopubdposz (MP) — xpoHrUyecKoe mporpeccupy-
IolIee 3I0KaYeCTBEHHOE 3a001eBaHIe KPOBH ¢ HEOIaro-
MPUSTHBIM TPOTHO30M, OTPAHUYEHHBIM KOJIMYECTBOM Ba-
PUAHTOB JICUCHU S, MPUBO/SIIEE K CYIIIECTBEHHOMY yXY/I-
IICHUIO KauyeCTBa XHM3HU O0JIbHOTO. KayecTBO KU3HU
OOJILHOTO CYIIECTBEHHO CTPAJIaeT 3a CYET TAKUX CHM-
MTOMOB, KaK cllab0CTbh, YTOMIISIEMOCTb, OJIBIIIIKA, KPOBO-
TOYMBOCTb, OO B )KMBOTE, HOYHASI ITOTIMBOCTH, OOITH
B koctax. Tepanus M® HampaBieHa Ha CACpKUBaHUE
MpOTpeccUpoBaHms 3a00JIeBaHUS W KYITUPOBaHHE €ro
CHMITOMOB C IIENBIO TOACPIKAHUS/YIYUIICHUST Kade-
CTBa XXU3HU 0OJBHHBIX [1, 2]. B cBs3U ¢ 3TUM IIpH OlLIEHKe
addekra nedennss MO ogHMM U3 BaXKHBIX KPUTEPUCB
3¢ (deKTUBHOCTH, HAPSAAY C KIMHUYECKHUMH IOKa3are-
JISIMH, KOJTUYECTBOM TOCHUTAIU3AINM, YaCTOTOH U TH-
KECTHIO OCJIOKHEHUH, SBJISICTCS KAYECTBO MKU3HU 0O0JIb-
Horo [3, 4].

o HenaBHETro BpeMeHU BO3MOXKHOCTH JieueHuss MO
ObUIM OTrpaHHYCHBI; NMPUMEHSIEMbIC METOJbl TEpPaIluH,
BKJTIOUAIONIAE TEeMOTpaHCPy3uH, HWHTEepPEepOHOTEpa-
MU0, IIMTOCTATHYECKYI0 TEpamuio, CIUIEHIKTOMHUIO,
MTO3BOJISUTH YCTPAHATH CHMIITOMBI 3a00JI€BaHUs, HO HE
caMy mpu4HHYy Oosie3HH. EAMHCTBEHHBIM METOIOM Jie-
yeHust M®, KoTOpbIii MOXKET MPUBECTU K U3JICUCHHUIO,
SIBJISIETCS] TPAHCIUIAHTALIMS aJUIOTEHHBIX [E€MOIOATHYE-
CKHUX CTBOJIOBBIX KJIeTOK. OAHaKo NaHHAas Opoleaypa
COTIPOBOXKIACTCSI PUCKOM TSDKETIBIX OCIIOKHCHUH, U ee
MpOBEJICHUE TOKa3aHO OOJBHBIM MOIIOJOr0 BO3pacTra
0e3 BBIPQKEHHOH COITyTCTBYIOIICH MaTOIOTHH, YTO CO-
CTaBJIIET HE3HAYUTENbHYIO MOMYISINI0 00IbHBIX M.

3HAYMMBIM IIATOM Ha IYTH YIYYIICHUS Pe3yJIbTaToB
nedeHus: 0onbHBIX M@ SBHMIIOCH MOSIBICHHE Npernapa-
TOB MPHUIEITBHOTO TAPTeTHOTO JCHCTBHSI — HHTHOUTOPOB
JAK1 n JAK2 (Janus Associated Kinases). B nHacrosiee
BpeMsl CMHCTBEHHBIM ITIPENapaToM W3 CBOCH TpYIIIbI,
o UIHMATIBEHO YTBEPKACHHBIM Jij1s jiedeHus M®D B CILIA,
crpanax EC u Poccun, sBrnsercs pykconuTuauo6. [lan-
HbIE 00 ero 3(hEeKTUBHOCTH ¥ OOJIBHBIX C TIEPBUIHBIM
1 BTOpUYHBIM M® u3y4deHbl B psfe MPOCIEKTUBHBIX
PaHIOMU3UPOBAHHBIX UccaenoBaHui [5—12]. B pamkax
MIPOBE/ICHHBIX MCCIIEIOBAHMIA, TOMUMO OIICHKH KJIMHH-
yeckoro 3¢ dexra pyKCOTUTHHUOA, OIIEHUBAIH H3MEHE-
HUE KaueCTBa )KU3HU OOJILHOTO U TUHAMHUKY CUMIITOMOB
[13—-16]. YcraHOBNIEHO, UTO IPUMEHEHUE PYKCOIUTUHH-
0a MPUBOJUT K BEIPAXKEHHOMY M CTOWKOMY YITyUIICHHIO
KauecTBa JKU3HHU, TMOBBIICHUIO (DYHKIMOHAIBHOW aK-
TUBHOCTH U K YMEHBUICHUIO CHMITOMATHKH.

Hapsiny c 3apy0eKHBIMH UCCIICIOBAHUSIMHA UMEIOTCS
OTEUECTBEHHBIE PabOThI, B KOTOPBIX M3ydYald Ka4yeCTBO
KU3HA 00IBHBIX M@ [17, 18]. B aTux padorax oneHu-
BaJIM KA9€CTBO JKU3HU OOJBHBIX, TOTYYAIOIINX JTYUIIYIO
noctynayto Teparmto (JIT, «best available treatment),
Y CpaBHUBAJIM TI0Ka3aTeNId B 3aBUCUMOCTH OT BHJIA Jie-
yeHust. VcciienoBaHuil, MOCBSIIEHHBIX H3YYCHHIO Ka-
4yecTBa JKU3HU O0nbHBIX M®, momyyarommx pyKCoH-
TUHHUO, B OTCUECTBEHHOH IeMaTOJIOTHH HE MPOBOAMIIH.
B 97011 CBSI3M BayKHBIM MTPEACTABIACTCS aHAIN3 MTOKa3a-
Teslell KauecTBa KU3HU U CHMIITOMOB y O0bHBIX MO,
NOTYYalOUINX pa3Hoe JICYCHUE, BKIIOUasi MpUMEHEHUE
pykconutuHmuOa. bojee Toro, nenecoodpa3Ho mposee-
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HUE MCCIJIEIOBAHMS B YCIOBUAX PEAIbHON KIMHUYECKON
npakThky. [lokazarenu kadecTBa XH3HU W TPOPHIH
CHUMIITOMOB, OIICHEHHBIC B KIIMHUYICCKON TpakTHKe (0e3
CIIEITHAIFHOTO 0TOOpa OOJTBHBIX M CTPOTO COOTIONCHIIS
PaMOK MPOTOKOJIA, TP MEHEE PETYISIPHOM MOCELIEHUN
MMAIMeHTOM Bpada U MEHbIIEH MPUBEPKEHHOCTH OOIIb-
HOTO K JICYCHHUIO), MOTYT OTIIMYATHCS OT TAKOBBIX, TTOJTY-
YEHHBIX B KIIMHUYECKUX UCCICTOBAHUSIX.

[Toryuenue qaHHBIX O KaYeCTBE )KU3HU M CUMIITOMAX
y 6osbHBIX M@ Ha (hoHe NeueHns B yCIOBUSIX peabHON
KJIIMHUYECKOM NMPaKTHKH, a TaKKe CpPaBHEHHUE JaHHBIX
rokasareseil mpu pasHbIX METOAaxX JIEUEHUsI — BaXKHBII
IIar Ha MyTH YAy4IIeHUs KauecTBa IMOMOIIM 3TOW Kare-
ropuu O0THHBIX.

Lenpro maHHOW paboThl OBLIO M3y4YEHHE KadecTBa
JKU3HU U CIEKTPa CUMIITOMOB Y OOJBHBIX MEPBUYHBIM
u BropuyHbIM M® Ha (oHEe Tepamuu B YCIOBHUSX pe-
aJbHOM KJIMHUYECKOM MPAKTUKHU, a TAKXKE BbISIBICHUE
WX OCOOCHHOCTEH B 3aBHCHMOCTH OT BHJIA TTPOBOIUMO-
ro jeuyeHus. Takxke B paMKax MCCIEIOBAaHUS MPOBEICH
ananu3 3((HEeKTUBHOCTH U 0e3011aCHOCTH Tepanuu MO.

MaTepHaJ’l U ME€TOAbI

B ananus Bxintouensl 93 60nbHbIX M® (37 Myx4KH U 56 jKeH-
MH) B Bozpacte 28-90 set (Meauana Bo3pacTa 59 JieT), KoTopbie
y4acTBOBAJIM B MHOTOLIEHTPOBOM HaOJIOAATEILHOM HCCIIEI0Ba-
Hin «KauecTBo KHU3HH, CHEKTP CHMITOMOB IIPH MHEIO(DHOpO3e:
BaJINIAIMs ONPOCHUKA ISl OLCHKHA CUMIITOMOB Y OOJNBHBIX MH-
enodudpozom» (2014-2015 rr). MccnenoBanne peain3oBaHo B
14 neyeOHbIX yupexaeHusx Poccuiickoit ®enepanun (Mocksa,
Cankr-IlerepOypr, Apxanrenbsck, Bonorna, Boponex, Kpacho-
nap, HoBocubupck, Open0ypr, Ilepms, Camapa, Ilerpo3aBoack,
VYda) npu koopauHau MeKHAHOHATBHOTO [IEHTPa UCCIEH0-
BaHMs KauecTBa )KU3HH. B mccrnenoBaHue BKIIOYAIH OOIBHBIX,
COOTBETCTBYIOIHUX CJICAYIOIINM KPUTEpHsM: Bo3pacT 18 ser u
cTaplIie; HaJu4re BepH()HUIIPOBAHHOTO JHATHO3a MHEIODHOPO3
— MepBUYHBIN WM BTOPUIHBIHN, PA3BUBIINICS BCIEICTBUE ICCEH-
U,I/IaJ'II)HOf/’I TpOM6OLlI/ITCMI/II/I WJIM UCTUHHOMU MOJIMIUTEMUH; TCKY-
mas Tepanust M® He MeHee 6 Mec; comIache OOIBHOTO Ha yda-
CTHE B HCCIIEIOBAHUH; €r0 CIIOCOOHOCTH 3alOJIHUTh OMPOCHHKH;
OTCYTCTBUEC TSKCIIBIX COIMYTCTBYIOIUX 3a60ﬂeBaHMﬁ, CHMIITOMBI
KOTOPBIX JOMHUHHPYIOT HaJ| IPOSBICHUSIMH OCHOBHOTO 3a0orre-
BaHMSI.

le/l BKJIIOYCHHUU B UCCIICJOBAHUE BCC 6OJ'[]>H])IC IIOAITMChIBA-
1 uHGOpMUpOBaHHOE cortacue. [l OIEHKH KavyecTBa JKU3HH
1 CHEKTPa CHMITOMOB OOJIbHBIE 3aIIONHSUIN CTaHAAPTH3NPOBAH-
HbIC ONPOCHUKH. Bpaum perucrpupoBanu nHdopManuo o 3a-
OoNeBaHMM, JICUCHUH M TTOOOYHBIX d(hPeKTax Teparmuu B KapTe
00JIbHOTO, pa3pabOTaHHOI B paMKax UCCIICOBAHUS, U 3arOHS-
JIM KapTy COMyTCTBYoLIeH naronoruu. O0cieaoBaHue mpoBOIU-
JIM OJTHOKPATHO B YCIIOBUSIX PEANbHOM KIMHUYECKON MPAKTHKH.
Hexenarenbheie siBienus (HS) oneHMBay Mo 1mkaxe TOKCHYHO-
ctu NCI CTCAE, Bepcus 3.0 [19].

JI71st OLICHKH Ka4eCcTBa )KU3HH M CIIEKTPa CHMIITOMOB HCIIONb-
30BajJiM TPU ONPOCHHKA — OMPOCHUK OIEHKH KaueCTBa >KU3HH
RAND SF-36, onmpocHUK ISt OLIEHKH CHMITOMOB Yy OOJBHBIX
M® — CSP-Myelofibrosis Module n mixary «O0mast oreHka u3-
MEHEHHI CaMOYyBCTBHS TAL[EHTa).

Omnpocuuk RAND SF-36 sBiusercss oOmuM ONPOCHUKOM
OLICHKH KaueCTBa KU3HU ¥ TIPUMEHSETCS KaK Y 30POBBIX JFO/ICH,
TaK M y MAIMEHTOB ¢ pa3HbIMU 3a0oseBanusiMu [20]. OnpocHUK
COCTOMT U3 36 BONPOCOB, KOTOpbIe (hopMupyroT 8 mxan: dusn-
geckoe (ynknuonuposanue (OP), Ponesoe dusmueckoe QyHk-
nuonupoBanue (POD), bonw (b), O6miee 3n0posse (03), Kus-
HecriocoOHocTh (XK), ConmansHoe Qynkunonuposanue (CD),
PoneBoe sMmormonanpHoe (QyHKIHOHHpOBaHue (PO®D), Ilcuxu-
yeckoe 310poBke (I13). ITocne mkamupoBanust (nepeBoua HEoO-
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pabOTaHHBIX MaHHBIX B OAJUTBI KA9e€CTBA )KU3HH) PE3YBTATHI BbI-
paxatoT B 6ayutax ot 0 10 100 o kakao#t U3 BochbMH IIKaji. Yem
BbIIIE OaJut No 1mkasie ornpocHuka SF-36, TeM sryurie nokasarenb
kadecTBa Jkm3HH. MHTerpanmpHbii mokasartens (MII) kauectBa
JKM3HU BBIYUCIBUIA METOIOM MHTETPANIbHBIX NPoQuiel Ha OCHO-
BaHMH 1IKan onpocHuka SF-36 [21, 22]. Crenenb cHikenus NUIT
KayecTBa JKH3HU OOJBHOTO ONPEeIsUTH MyTeM CPaBHEHHS BEITH-
gunbl U1 xkagecTBa )xu3HM nanuenTta co cpegaum 3nauenuem NI
KaueCcTBa )KU3HU B IPYIINE YCIOBHO-3/I0POBBIX PECIIOH/ICHTOB CO-
OTBETCTBYIOLIETO Nosa u Bozpacta (HUII).

OnpoCcHUK Uil OLEHKH CUMITOMOB y OonbHbIX M® CSP-
Myelofibrosis Module npeanasHaueH i1 OIpeaeeHus CIeKTpa
U BBIPAKCHHOCTH CUMITOMOB Yy 00JibHBIX M®. JlaHHBIH HHCTPY-
MEHT pa3paboTaH Ha OCHOBAaHHMHU Y)K€ MMEIOLIMXCS MHCTPYMEH-
TOB OLIEHKH CUMIITOMOB Y MAIIEHTOB C 3a00JICBAHUSIMH CHCTEMBbI
kpoBu: CSP-Lymph m CSP-Leuk-CML. OnpocHUK BKJIIOYAET
16 cumnTomoB: crienuduueckue cuMnToMbl M® — o B Ku-
BOTE, OOJIM B KOCTAX/MBIIIIAX, CHU)KEHHE allleTHTa, TPOOIeMBbI
CO CHOM, YyBCTBO NEPEHACHIIICHHS, PAcIUpaHUs, THKECTH B
JKHBOTE; TICUXOJIOTHYECKHAE CHMIITOMBI — YYBCTBO TPEBOTH, UyB-
CTBO I€YaJId, YyBCTBO CTpaxa M JIOMOJHUTEIBEHO MOTIUBOCTD I10
HOYaM; CHMITOMBI, OOIIHe JUII OHKOJOTMYECKUX 3a00JIeBaHHUM
(He crierduuecKue A1si KOHKPETHOTO 3a00JeBaHMsI) — C1ab0CTh,
TOJIOBOKPY)KEHHUE, CHIDKEHIE KOHIICHTPAIIMH BHIMAHUS, KOXKHBIH
3y, CHIDKCHHE aKTHBHOCTH W JIBa JOMOJHHUTEIBHBIX CHMIITOMA
Kalllellb ¥ 9yBCTBO Kapa/o3HOOBI. MHCTpyMEHT MO3BOJISIET Olie-
HUTH 32 TOCJICIHIOK HEJEI0 CIEKTP U BBIPAXKEHHOCTh CUMIITO-
MOB Ha OCHOBaHWH HU(PPOBBIX OLEHOYHBIX mIKajd (0T 0 — moiHoe
oTcyTcTBHE cuMmnToma 10 10 — MakcuManbHasi BBIPAKEHHOCTD
CHUMIITOMA, KOTOPYIO MOXKHO IPEACTABUTh), a TAKXKE ONPECITUTh
CYyMMAapHbIil 0aJT BBIPaKEHHOCTH BCEX CHMITOMOB, UCITBITHIBA-
eMbIX manueHToM (auana3oH ot 0 1o 160 6amos). CymmapHsIii
0ayu1 BBIPAKCHHOCTH CHUMIITOMOB HCIIOJIB30BAJIM TIPU ITpOBEIe-
HUH TPYIIIOBBIX CpaBHeHWH. B pamkax mcciemoBanus «Kaue-
CTBO >KU3HH, CIIEKTP CUMIITOMOB IIPH MUET0(hHOpO3e: BaIuaAaHs
ONPOCHUKA JUISi OL[EHKH CHMIITOMOB Yy OOJBHBIX MHENI0PHOpO-
30M» MPOJIEMOHCTPUPOBAHEI YIOBJIETBOPHTEIILHBIC IICUXOMETPH-
yeckue cBorcTpa onpocHrka CSP-Myelofibrosis Module.

[Hkana «OOmas oneHKa U3MEHEHUH CaMOYyBCTBUS MaIlUCH-
tay (Patient Global Impression of Change, PGIC, Scale) npenna-
3Ha4YEHA YISl ONPENENICHNS] N3MEHEHHS CaMOYyBCTBHUS OONBHBIX
Ha QoHe neyenus [23]. Illkana mo3BossieT OLEHUTH U3MECHEHHE
CaMOYyBCTBUS TAllMEHTa C MOMEHTa Hadaja TeKyIled Teparuiu
W BKIIIOYAeT 7 rpajaluii U3MEHEHHH — «0e3 M3MEHEHHU WM
CTaJo XyXe», «IIPaKTHIeCKN 0e3 M3MEHEHHI», «He3HAYUTETbHO
JY4IIe», «HECKOIBKO JIyUIle», «Iydlle», «OTUETIHBO JIydIIey,
«3HAYUTENIFHO JIy4Ine». bonbHOMY mperyiaraeTcsi BBIOparh OfHY
U3 rpajanuii U3MeHeHusI caMovyBCTBH. [Ipu BbIOOpE GOTBHBIM
rpajganni «0e3 N3MEHEHHU I WITH CTaJlo XyXKe», «IPAKTHIeCKH 0e3
M3MEHEHUI», KHE3HAUUTEIIFHO JIyUIIe), «HECKOJIBKO JIYHUIIe) eTro
CaMOYyBCTBHE MHTEPIPETUPYIOT KaK COCTOSHIE 0€3 3HAYNTEIb-
HBIX M3MEHEHMH; TpaJallii «Iydle», «OTYSTIUBO JyUIIe» H
«3HAYUTEINIFHO JIyUIIe» — KaK YIyqlIeHHe caMOuyBCTBUS. Taxxke
B CTPYKTYpY MAHHOTO MHCTPYMEHTA BXOAUT LU(POBas OLEHOY-
Hasl IIKaJIa, Ha KOTOPOil OOILHOMY TIpe/IaraeTcsi OTMETHTh HU]-
PY, COOTBETCTBYIOLIYIO CTEIICHH H3MEHEHHS €TO CAaMOYyBCTBHSI C
MOMEHTA Hayajia TeKyIlel Teparnuu.

Jl1st cpaBHEHUST TTOKa3aTeNeil KauecTBa Ku3HU O0IBHBIX MDD
C YCJIOBHO-3/I0POBBIMH PECHOHACHTaMHU ObUTa c(HOpMHpOBaAHA
rpymmna u3 0a3bl JaHHBIX TOMYJISIHOHHOTO HCCIIE0BAHNUS, COOT-
BETCTBYIOIIAsl TPpyIIie OOJNBHBIX MO MONy U Bo3pacty. B rpymmy
cpaBHeHus Bouun 105 venosek (51 Myk4uuHa U 54 )KEHIIUHbBI) B
Bo3pacte 38—78 net (cpenHuit Bo3pact 51,6 roxa; cranaapTHoOE
OTKJIOHEeHHE 8,2 To/a).

Cmamucmuyueckuii  ananu3. KomudecTBeHHbIE /TaHHBIC
Mpe/ICTaBICHBl B BUJIC YUcla HaOMIOieHWH, cpeqHero apudme-
THUYECKOTO 3HAUCHWS, CTAHAAPTHOTO OTKIOHEHUs, Juana3zoHa
3HAYECHWH, MEIWaHbl, MEKKBApTWILHOTO HHTEpBajla U IIPO-
LEHTHBIX J0j1el. KauecTBeHHbIE JaHHBIC TPEJICTABICHBI B BUIC
4acTOT, NPOLEHTHBIX JI0JieH, 95% IOBEpUTENLHOTO MHTEpBaia
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XapaKTepucTHKA 0TBETA Ha JiedeHHe, CBSI3aHHOTIO ¢ pa3MepoM
ceJie3eHKH, Y 00JbHBIX MHeI0(GHOPO30M B 3aBUCHMOCTH OT BHIa
MPOBOMMOii Tepanuu

'pazaryist oTBeTa bonbhble, bonbrble, nomyvaromye
Ha JIeueHNe, nonyuatomue JIJIT PYKCOJIUTHHHO
csx3an:1:ﬂr§3§ Ifj;mepom A, % 9}%0? . v, 95;?
TIOMHOCTBIO OTBETHIIH 8 12,9 5-23 15 48,4  30-66
YacTHYHO OTBETHIIN 19 30,6 19-43 12 38,7 21-57
He orBeTmim 35 56,5 43-69 4 129 3-29

(95% AW). dns xapaKTepUCTUKU paclpeeeHus aHaIu3upOoBa-
JIM JaHHBIE C UCINOJb30BaHueM TecToB Konmoroposa—CMupHoBa
u [anupo—Yunka. Beioop KpuTepHs NIpOBEpKU CTaTUCTUUECKON
3HAQUMMOCTH Pa3JIMuuil MeX]y aHaIU3UPYEeMbIMU [10KA3aTEIIIMU
OCHOBBIBAJICS HA XapakTepe pacupenesieHus AaHHbIX. OLEHKY
CTaTUCTHYECKOM 3HAUMMOCTH pa3IM4Mii TOoKa3aTeneil B cpas-
HYUBAEMbIX IpyIINax MPOBOIUIU C UCIOIb30BAHHEM KPUTEPHEB
CpaBHEHUS IS JBYX BBIOOpOK: f-kputepuil CThIOEHTa, paH-
roBelii Kpurepuil ManHa—YutHu. Takike HMCIONB30BaJId METOL
obmmx TuHEHHBIX Mojeneil (general linear model, GLM), npu
3TOM YUYHUTHIBATH (HaKTOPHI, KOTOPHIE MOTIH ObI BIMATH HA TIO-
Ka3aTeay KadecTBa KHU3HU. {11 OLEHKM BIUSHUS CUMIITOMOB,
UCIIBITHIBAEMBIX MALMEHTAMU, HA X KaueCTBO XKU3HU IIPOBEIECH
perpeccruoHHbIN aHanu3. AHAINW3 YaCTOT MPU3HAKA ITPOBOINIIH C
oMok y>-kputepus [lupcona. Bee TecTsl ObUTH BYCTOPOH-
HUMHU, YpOBEHb cTaTHcTH4Yeckod 3Hauumoctu p < 0,05. Craru-
CTUYECKUI aHaIU3 MIPOBEJCH C UCIOIb30BAHUEM IIPOIPAMMHOIO
obecrieuenus SPSS 17.0 u Statistica 10.0.

Pe3yabTarsl

Y 64 (68,8%) n3 93 OONBHBIX JWATHOCTHUPOBAH
nepBuuHblid M®, y 29 (31,2%) yenoBek — BTOPUUHBIN
M®. Bropuunbsiii M® BciencTBue 3CCEHIMATBHOMN
TPOMOOLIUTEMHH pa3BUiCS Y 14 OOJMBHBIX, BCICACTBUE
UCTUHHON momurmutemMun — y 15. CpenHss IiIUTeNnb-
HOCTh 3a00JIeBaHUSI ¢ MOMEHTa MOCTAHOBKH JIHATrHO-
3a 86,1 mec (cTammapTHOe OTKIOHEHHE 69 Mec, nua-
nazoH 8-281 mec). Mennana JUIMTENBHOCTH TEKyIEH
Tepanuu 12 mMec (MEKXKBapTUILHBIM WHTEpBATL: 7-25,
muana3zoH 6-238 wmec). Pacmpenenenne OONBHBIX 10
rpymmaM pucka B coorBeTcTBUH ¢ IPSS Obii0 criemyto-
mwM: 19 (20,7%) OGONBHBIX ¢ HU3KOW CTETIEHBIO PUCKA,
39 (42,4%) — ¢ IpOMEXyTOYHOH 1-# CTENEHbIO PHCKA,
19 (20,7%) — ¢ TpOMeKyTOUYHOH 2-i CTENEHBIO PHCKA,
16 (16,2%) — ¢ BBICOKOH CTEHEHBIO pHCKa. bosbinnH-
cTtBO OOnbHBIX (76,4%) umenu oOIIECOMATUYCCKUH
craryc 0—1;y 17,2% GonbHBIX 00IIECOMAaTHYECKHUI CTa-
TyC — 2,y 6,4% — 3. ConyTCTBYIOIIAs MaTONOIHs ObliIa
BbisiBIIcHA y 46 (50%) OonbHbIX. Hanbosee uvacThiMu
CONYTCTBYIONUMHU 3a00JICBAaHUSIMU OBUIH CaxapHBII
nuaber 0e3 OCIOXHEHWH, SI3BEHHAsI OOJIe3HBb JKEITyIKa
W JIBEHAJIATUTIEPCTHON KHUIIKH, TIOYEYHAsT MATOJIOTHS,
1epeOpoBacKyisipHasl MaTOJIOTHs, MATONOTHs Tepude-
pPUYECKHX COCY/IOB, 3a00JIeBaHU TIeYeHU 0e3 MeYeHOq-
HOW HEIOCTAaTOYHOCTH, XPOHUYECKass OOCTPYKTHUBHAs
00e3Hb JIETKUX. 62 13 93 BKIIOUEHHBIX B UCCIIEIOBAHUE
OonpHbIX nomydanu JIAT, 31 mauuent — pyKcoaUTUHHO.
[Tanments! B rpynne JIIT nonyvanu cieayroimue BUAbL
JIEUEHUs] — CUMITOMAaTH4YeCKoe, [TUTOCTaTUYeCKOe, UH-
TepdepoHOTEepanuIo ¥ CIUIEHIKTOMUIO. B rpymme mpu
JIAT pacnpenenenue mno nomy — 22 (35,5%) My X4uHbBI
u 40 (64,5%) xenmuH B Bo3pacte 35-90 ner (Memuana
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Puc. 1. Ilpodunu kauecTBa )HU3HU y OOIBHBIX MHETOGUOPO3OM U
YCJIOBHO-3/10POBBIX PECIIOH/ICHTOB.

Bo3pacTta 60 JeT; MeXKBapTWIbHBIA HMHTepBan 51-68
ner). B rpynme nedenus: pykconutuauoOom — 15 (48%)
Myx4urH U 16 (52%) >xeHIiMH B Bo3pacte 28—74 ner
(MenmaHa Bo3pacTa 58 J1eT; MeXKBapTUIIbHBIN HHTEPBaJ
47—-63 rona). ['pymnribl ObLIM COMTOCTABUMBI I10 IOJTY, HO
pa3nmuyanuch 1Mo Bo3pacty. Pazmmuans mo Bo3pacty ObLTH
YYTEHBI IPH CTATUCTUYECKOM aHAIN3E.

AHanm3upoBanyu pacupeneneHie 00JbHbBIX COIVIACHO
OTBETY Ha JICUCHHE, CBSI3aHHOMY C Pa3MEPOM CEJIE3CHKH.
[TonHOCTBIO OTBETUBILMMHY Ha JICUCHUE CUUTAIHN OOJIb-
HBIX, Y KOTOPBIX PErHMCTPUPOBAIN YMEHBLICHUE pa3-
MEpOB CEJIE3CHKH 10 JAaHHBIM MarHUTHO-PE30HAHCHON
tomorpapuu (MPT) na 35% wnm mpu namenanudu Ha
50%; 4aCTUYHO OTBETHUBLIUMH — OOJIbHBIX, Y KOTOPBIX
OTMEYaJi YMEHbILIEHHE pa3MEpOB CEJIE3EHKH IO JIaH-
HbeiM MPT na 15-34% unu npu nansnamuu Ha 25-49%;
HE OTBETHBILIMMH Ha JICYEHHE — OOJILHBIX, Y KOTOPBIX HE
OBUIO YMEHBIIECHHUS Pa3MEpPOB CEJIE3EHKH I10 JaHHBIM
MPT wnu nipu mamsmnaruu [13].

Pacnpenenenne OOJMBbHBIX COINIACHO OTBETY Ha Jie-
YeHHUE, CBSI3aHHOMY C Pa3MEpPOM CEJIE3EHKH, ObLIO cie-
JYFOIIIAM: TIOJTHOCTHIO oTBeTHiH 23 (24,7%) OONBHBIX,
gactuyHO otBeTiH 31 (33,3%) OONBHBIX, HE OTBETHIIN
39 (42%). llpu aHanu3e OTBETOB Ha JICYCHHUE B 3aBHUCH-
MOCTH OT MOJIy4aeMOM Tepanuy BbISBIECHBI pa3inuns B
4acTOTe OTBETOB B IpyIiie 00JIbHbIX, momydaromux JIJT,
U B IPYIIIE, NOTyYalomux pykcomutuau6 (p < 0,0001).

Pacnpenenenue GOMBHBIX COTIIACHO OTBETY Ha Tepa-
MU0, CBSI3aHHOMY C Pa3MepOM CEJIe3eHKH, B IpyIIax
npencraBieHo B Tada. 1. YacToTa MOTHBIX OTBETOB B
rpynne 60ibHBIX M@, Momydaronmx Teparnuio pyKco-
muTHHUOOM (48,4%), O0JbIIe, UeM B TPYIITE, MOTydato-
mux JIAT (12,9%) (p < 0,0001).

B uccnenyemoii rpymnne mamueHTOB 3a MOCIEIHHE
6 mec Tepanuu M@ 3apeructpupoBanbl 27 ciayyaeB HA
y 15 (16,1%) GonbHBIX, U3 HUX Y 8 oTMedeHo ofaHo HL,
y 4 OonbHBIX — ABa, y | — TpH, y 2 OOJBHBIX — YETHIPE.
BonpmmucTBo HS ObuTH NeTkol Uit yMEpeHHOH cTere-
Hu TsDKecTu. [IpoBeaen ananuz HA y 6onbHbIX MO B 32-
BHCUMOCTHU OT MPOBOAUMOM Tepanuu. B rpymmne, nomy-
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yapmx JIAT, y 7 (11,3%) GONBbHBIX 3aperucTprupOBaHbI
9 cmygaeB HS, u3 aux y 5 — onHo, y 2 — nBa HSL. ILate
ciyqaeB HS Obin 3—4-i1 creneHu TsKecTH: TPOoMOOIIH-
TOTICHUS 4-1 CTENeHU TsHKECTH (2 cydas TpH Teparin
MTO3apoM), aHemust 3-i crenenu TspkecTH (1 cimydait
IIPU TepaIuy ruapea), TojIoBHast 00sb 3-i cTeneHu Ts-
xkectr (1 cimydail mpu Tepanuu Tuapea), TOMIHOTA 3-i
crerieHn Tsbkectd (1 ciywail mpu Tepamuu ruzapea).
B rpynme OONBHBIX, MONYyYaBLIMX PYKCOIUTHHHUO,
y 8 (25,8%) OonbHbIX oTMeueHbl 18 ciywyaes HA:
y 3 GonpHBIX — omHO HA, y 2 — nBa, y 1 — 1pH, y 2 —
yetbipe HA. Haumbonee uwacteiMu HS Obutn anemust
(4 ciyyast), rumoxoarysnus (4 cirydasi) ¥ TpOMOOIHTO-
nenus (3 ciydas). borsmmacTBo HS 66Ut 1-2-i1 cre-
MIEHU TSHKECTH, 332 UCKITIOYCHHEM 4 CIydaeB TAKEIBIX
HA (amemus 3-#f cTemeHW TSOKECTH, TPOMOOITUTOIIE-
HUs 3-i CTENEHN TSKECTH, cepuednenne 3-i creneHu
TSDKECTH U ¢11a00CTh 4-1 CTENIEHH TSDKECTH).

[Ipn ananm3e kadecTBa XU3HU OONBHBIX M®D wu3-
yudanud npouin KadecTBa >KU3HU B CPAaBHEHHUHU C IPO-
¢uieM y yCIOBHO-370POBBIX PECIIOHJCHTOB, a TAaKKE
pacnpeneneHue OOJIbHBIX COIIACHO CTENEHU CHUXKEHHS
NII xauecTBa *Ku3HU. [[OMOTHUTEIHLHO OIICHUBAIU W3-
MEHEHUE CaMOYyBCTBUSI OONBHBIX Ha ()OHE JICUCHHMSI.
Ha pwue. 1 npeacrasnens npoduin kauyecTBa )KU3HU Y
6ompaBIX M® 1 B rpymnme cpaBHenus. [lokaszarenn ka-
YecTBa KHU3HU y 0071pHBIX M® CyIIiecTBEeHHO HIKE, YEM
y YCIIOBHO-3I0POBBIX pPEeCHOHAEHTOB. CTaTHCcTHYECKU
3HAYMMBbIe Pa3INdus MOIY4IeHbI 10 BceM mkaitam SF-36
(p < 0,0001); MmakcuManbHBIC PA3TNYXS BBISBICHBI JIJIS
LIKaJlbl «pojieBoe (hruznveckoe (PyHKIMOHUPOBAHHUE) —
39,8 mpotuB 76,9. 3nauenue NIl kauecTBa >XU3HU B
rpyimme 0oabHBIX M® Tarxke 3HAYUTEIBHO HUXKE, YEM B
rpymne cpaBaenust: 0,3 mpotus 0,55 (p < 0,0001).

JloTIOTHUTENEHO U3YUMIIN TIOKA3aTeNI KaueCcTBa KHU3-
HH B Ipymnmax OOJbHBIX B 3aBUCHMOCTH OT TIPOBOIUMOM
Tepanuu. B TabJ1. 2 mpeacTaBneHs! cpeiHre oKa3aTenu
KadecTBa XU3HU y 00bHBIX M®, momydaromux JIJIT, u
y OOJBHBIX, TOMYUYAIOMUX pyKcomuTHHUO. [lokazarenn
KauecTBa JKU3HHU y OOJBHBIX IIPU TEPAIMU PYKCOJIUTH-
HUOOM 3HAYUTENHHO BhINIE, 4eM y OombHBIX mpu JIJT.
CrarucTudecKky 3Ha4MMble pa3Indus HalACHBI I BCEX
wkaj onpocHuka SF-36 u qis UII kauecTBa KU3HU.

[Ipu ananuse pacnpeznenieHust OONBHBIX IO CTENEHU
cakenus: U1 kayecTBa >KU3HU BBIABICHO, 4TO Y 55,5%
6onbHbIX I kayecTBa »KKU3HU ObLT CHU)KEH HE3HAYUTEIb-
HO TIO CPaBHEHHMIO C MOMYJISILMOHHONM HOpMOIi (He Goree
yeM Ha 25%); y 11% GonbabIx — ymepenHo (UI1 kauectsa
JKM3HU Y OOJIBHBIX ObUT CHIKEH Ha 25-50% 1o cpaBHEHHIO
C TOMYJISIIIMOHHON HOpMOK); v 33,5% OONBHBIX UMEIOCHh
3HAUUTENBHOE WM KpuTHieckoe cHkenue MII kauectra
km3an. Takum oOpaszoM, Ooiee 4eM y TpeTh OOIBHBIX
I xavecTBa kxU3HU OBLT OOJIee YeM B 2 pasa HIDKE, YeM
Y YCJIOBHO-3/10POBBIX PECIIOHICHTOB.

B rpynme 0onbHBIX NpU Tepanuu pyKCOIUTHHHOOM
y 77,5% nmenoce He3HauuTenbHoe cHkeHue NI kaue-
cTBa *u3HU, y 13% — ymepennoe cumxenune UII kaue-
CTBa XM3HH, ¥ 9,5% — 3HaUNTENbHOE WIN KPUTHYECKOE
cHmxenne WII kadectBa xusHu. bonpHbie npu JIAT
pacnpeaeTminch clieayrommm oopazom: y 44,5% — He-
3HaunTenbHoe cHkenne Ul xauectsa xu3nu, y 10% —
ymepennoe carkenne M1 kagectsa xusnm, y 45,5% —
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Tab6numa 2

CpenHue noka3aTejy Ka4ecTBa KU3HH Y 00JbHBIX MHeI0hHOpo3oM
B 3aBHCHMOCTH OT BH/Ia IIPOBOIMMOIi Tepanuu
(cpenHee 3HAYEHHE £ CTAHIAPTHOE OTKJIOHEHHE)

Wi SF36 | e T vane pyscomand| 7
OD 51,3 +28 74,7 +21 <0,0001
POD 32,2+40,3 61,3+44,6 0,002
b 59,7+27.4 74,8 £ 24,1 0,011
03 409+17,4 53,6+19.3 0,002
K 439+21,4 60,2 £ 17,6 <0,0001
Co 58,4+234 81+214 <0,0001
POO 43+£42.4 75,3 £ 38,5 0,001
113 52,1 £20,9 67+ 15,7 0,001
WNII xauecTBa XKU3HU 0,24 £0,21 0,47 £ 0,25 <0,0001

3HAYUTENIBHOE WM Kputnyeckoe cHukeHue UIT xaue-
CTBa JKM3HU. BBIABIECHO CTaTHCTHYECKH 3HAYNMOE pa3-
JUYre MEeXTy TPYTITaMi OOJIbHBIX B pacIpeelIeHUuH 110
crenensm cHmkenus W11 kagectsa xu3uu (p = 0,002).

[Ipu orieHKe M3MEHEHHS CaMOYYBCTBHUS OOJHHBIX Ha
(oHe TekyIIel Teparuu Ha OCHOBAHUH JIAHHBIX IIKAJIbI
«OO0mast olleHKa U3MEHEHUY CaMOYyBCTBUS MAI[UCHTA»
oOHapyxeHo, uTo 48% MalMEeHTOB CTall YyBCTBOBATh
cebs sydnie Ha GoHe Tepanuu, 52% — He OTMETHIIH Cy-
[IECTBEHHBIX M3MECHEHHUH HJIM CTAalld YyBCTBOBATH ceOs
xyxe. [Ipu 3TOM yiydilieHne caMO4yBCTBUSI OTMETHIIN
66,7% OONBHBIX B TPYIIIE TEPATHH PYKCOIUTHHUOOM H
40% marmmentos B rpymme npu JIJIT. Beisieneno craru-
CTHUYECKH 3HAYNMOE€ Pa3Indhe MEeXIy TpymliaMn 00Ib-
HBIX (p = 0,01).

Jns nzydenus npoduiisi CHMIITOMOB Y 00IbHBIX M D
aHAM3UPOBAIIM WX BCTPEYAEMOCTh W BBIPAKCHHOCTD.
JlaHHBIE O BCTPEYaEMOCTH CHMIITOMOB TPEACTaBICHBI
Ha pHC. 2, U3 KOTOPOTO BUIHO, YTO U3 16 CUMITOMOB,
npeacTaBieHHBIX B onpocHuke CSP-Myelofibrosis
Module, Bce cUMIITOMBI, KpOME KallUIS U KOXKHOTO 3y,
BCTPEYAIMCH Y OOJIBITMHCTBA OOJBbHBIX. J[0J1s1 OOJIBHBIX,
HMMEBIIIUX Kallemb, cocTaBmia 47%, KoKHbIN 3y1 — 42%.
Haunbonee BbIpaKEHHBIMH OBUIH CIEAYIONIAE CHM-
NITOMBI: ¢1a00CTh (5 0amioB), CHIDKCHHE aKTHBHOCTH
(4,5 Oamna), cnenuduieckue Mt MED CHUMITOMBI —
0oMM B KMBOTE/AYBCTBO JUCKOMGOpPTa B IKHUBOTE
(3,4 Gamna), 9yBCTBO TEPEHACHIIIEHHSI, PACITUPAHUS H
TsDKeCTH B JkuBOTE (3,1 Oaia), MCHXOJIOTHIECKUE CHM-
NTOMBI — YyBCTBO Tievaiu (3,1 6asia), 9yBCTBO TPEBOTH
(3,5 6anna), mpobaembl co cHoM (4,2 Oarua). [Tpu ananu-
3€ BJIMSIHUS. CHMIITOMOB Ha Ka4€CTBO YKU3HH yCTAHOBIIC-
HO, 4TO HanboJee 3HAYUMBIM CHMIITOMOM, BIIUSIOIIAM
na UII xauecTBa »KU3HU OOJIBHBIX, SBIISETCS CHIDKCHUE
aktuBHOCTH (p < 0,001, momyueHHast MOJIeNIb ONTUCHIBACT
65% mucniepcun).

JIOMOJIHUTENBHO MPOBEJAEH CPABHUTEIbHBIM aHAIU3
BCTPEYAEMOCTH W BBIPAKEHHOCTH CHMITOMOB y OOIb-
HbIX M® B 3aBUCHMOCTH OT IPOBOJUMON TEpamuu.
JlaHHBIE O BCTPEYaEMOCTH CHMIITOMOB TPEACTaBICHBI
Ha puc. 3, U3 KOTOPOTO BHJIHO, YTO BCE NIPEACTABICHHBIE
B ompocuuke CSP-Myelofibrosis Module cumnromsl,
32 HCKJIIOYEHHUEM OJHOTO (YYBCTBO IMEpPEHACHILICHNUS,
pactiupaHus, TSHKECTH B )KHUBOTE), BCTPEUYAIIUCH Yallle Y
oompabIX Tipu JIJIT. Cpennue mokasaresin BhIpaKEHHO-
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Puc. 2. BctpedyaeMocTh CHMIITOMOB B 001IIeH BEIOOPKE OOJIBHBIX MUCIO(PHOPO30M

Ha (oHE JIeUeHMSL.

CTH CHMIITOMOB B TpyTiie 00npHBIX, omyyatormmx JIJT,
U B IpyIMIle, OJIyYaroluX PyKCOIUTHHUO, IpeCcTaBie-
HEI B Ta0J1. 3. Y OONMBHBIX, MTOTYYaBITUX PYKCOIUTHHUO,
BBIPQKEHHOCTh BCEX CUMIITOMOB MEHBIIIE, YeM Y OOIIb-
Hbix nonyvatomux JIJAT. Cratuctuyeckd 3HaUYUMBbIE
pasnnuns OOHAPYKEHBI IS CIICAYIOIUX CUMIITOMOB —
cmabocth (3,5 mpotuB 5,7 Oamia), TOIOBOKpPY>KEHHE
(1,8 mpotuB 3,4 OGamna), yyBcTBO TpeBoru (2,3 mpo-
tuB 4,1 Oamna), CHWKEHHWE aKTUBHOCTH (3,2 MpoTHB
5,2 Oamna), 6oau B kocTsx/Mmbimmax (3 mportus 4,5
Oayuta), mpobiembl co cHoM (2,9 mpotuB 4,8 Oasia),

Yucno 6onbHbIX, %
100 -
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BornbHble nonyyatote JAT

CTHU OT HpOBOE[I/IMOﬁ TEeparuu.
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CvmnToM

7/} BonbHblie nonyvaoLine pyKConuTuHmG
Puc. 3. BerpedaeMoCTh CUMIITOMOB Y GOJBHBIX MHEIO(GUOPO30M B 3aBHCHMO-

MTOTIUBOCTE 1o HovaM (1,3 mpotus 3,9 6amna).
Cpennuii cymMMapHbBIH OamT BBIPAKEHHOCTH
CHUMIITOMOB B Tpymne OOJbHBIX, I[OJy4aB-
IIMX PYKCOJIUTHHUO, cocTaBmi 32,9 Oamia; B
rpymne, nonyuasmmx JIJIT, — 54,3 6amna. Bel-
PaXXEHHOCTh CHMIITOMA, OKa3bIBAIOIIETO Hau-
Oosiee 3HAYMMOE BIIMSIHUE HA Kau€CTBO YKH3HU
(cHMWKeHHMe aKTUBHOCTH) OblIa B 1,6 pa3a HH-
e B IpyIe OONBHBIX, TIONYyYaBIINX PYKCOJH-
TUHUO, YyeM y OosbHBIX ipu JIJIT.

Oo6cy:xneHue

B cootBeTrcTBUM ¢ COBPEMEHHBIMH PEKO-
MeHAauusAMu no jeueHnro M® nens tepanun
3aKIII0YaeTcs B CIeIyIoLeM: KOHTPOJb 0oj1e3-
HU — TpeaynpexJieHue MPOTrpeccuy, YBEH-
YyeHue o01ei 1 0e3pelnANBHON BEKUBAEMO-
CTH; O0JIETYeHUE CUMITTOMATHKH — YITyUIlIeHE
KauecTBa JKU3HU OOJNBHOTO; MPEIyNpeKICHHE
OCJIOKHEHHUH (B cilyyae OCpEeMEHHOCTH, XH-
pyprudeckux omnepanuii) [1, 2]. B aToit cBs3u
JTaHHBIE O Ka9eCTBE )KU3HU W CUMIITOMAxX y Ta-
IMeHTa Ha (OHE JIYeHUS SBISIOTCS BaXHOU
JIOTIOJTHUTENIbHOW WH(pOpManueld Tpu OIeH-
ke 3¢pdexra u OGezomacHocTH Tepanuun MO.
Kak npasuino, nogasmsitoniee OOJBIIMHCTBO AaHHBIX O
KauecTBE JKU3HU U cUMITOMax y OombHbIX M® momy-
YEHO B KIIMHMYECKHUX HMCCleoBaHusX [5, 6, 13—15, 24].
OTMeTHM, YTO AaHHBIE KIMHUYECKUX HCCIIEJOBaHUN HE
BCETJa OTPAXKaloT PE3YNbTaThl JEYCHHs], MOJyYCHHBIE
B pEaJbHOM KIMHUYECKOW mnpaktuke. [Ipym n3ydeHuun
KJIMHUYECKOW (PEKTUBHOCTH Teparuu, ee MepeHoCH-
MOCTH ¥ I3MEHEHUH KauyecTBa JKU3HM Ha (DOHE JIeUeHUS
JTaHHBIE HAOIIOMATeIbHBIX HMCCIETOBAHUN B YCIOBHAX
peaTbHOM KITMHUYECKOW TPAKTUKU SIBISIFOTCS BaYKHBIM
JIOTIOJTHEHUEM K pe3yJbTaTaM KIMHUYECKUX HCCIIE0Ba-
Huil. Cpenn HaONIOAATENBHBIX HCCIISIOBAHUM,
BBITIOJTHEHHBIX B NOMyisuuu 0onbHbIX M®D, o1-
METHM OTE€UYECTBEHHBIE pabOThI, B KOTOPHIX OIH-
CaHbl MOKa3aTeNM KayecTBa KU3HH Y OOJBHBIX
M® na poune JI/IT [17, 18]. Takxke 3acinyxkuBaet
BHUMAaHUS HEJJaBHO MHULIMUPOBaHHOE HaOo/1a-
TeJIbHOE HCCIeoBaHue [ PYIbl M0 M3yYEHUIO
KauecTBa YXHU3HU TPU MHUENIONPOIU(EpaTHBHBIX
3aboneBanmssx (MPN-QoL), ocHOBHBIC menH
KOTOPOTO COCTOSIT B aHAJIN3€ JUHAMHKH Kade-
CTBa XHM3HU U OTBETA CO CTOPOHBI CHMIITOMOB
y 6ompHBIX M®, momy4atonux JIAT u Tpanc-
TUTAHTAIUI0  QJJIOTEHHBIX  TeMOIOATHYECKUX
CTBOJIOBBIX KJIETOK [25].

B namewm uccnenoBaHuM BIEpPBBIE B YCIO-
BUSIX PEalbHOM KIMHUYECKOW npakTuku P
MpOBeJeHa OI[EHKa KayecTBa XHM3HU U Ipodu-
7Sl CUMIITOMOB 'y OonbHBIX M®, monmyyarommx
pasHble BUJBI JICYCHHS, B TOM YHCIE, TEPAIUIO
PYKCOTUTHHHOOM; BBIABICHBI HX OCOOEHHO-
CTH B Tpymmax OONbpHBIX, momydarormmx JIJIT
U TEpamuio pPYKCOMIUTHHUOOM. PykcomuTuHHO
(«HoBaptuc ®apmay, llIsefitiapus) sBiIseTCS
MIEPBBIM TPErapaToM W3 HOBOTO Kjacca JieKap-
CTBEHHBIX CPEJICTB MPUIIEIFHOTO TapTeTHOTO
JeHCTBUS, BIEpBbIE OOJAAAIOMIMX CIOCOOHO-
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CTBI0O MOIU(DUIIMPOBATh TEUCHHE OOJC3HM; Tpemapar
3apeructpupoBaH B Poccun [j1s neyeHus: NEpBUYHOIO,
MTOCTIONUIIUTEMHUYECKOTO ¥ MOCTTPOMOOIIMTEMUYe-
ckoro M®, BenyTCsl €ro yCHelIHble KIMHUYECKUE HUC-
MBITAHUSL TP UCTUHHOW MONULMUTEMHUH U 3CCEHLIUAIb-
Hoi TpomOoumnTemud [1]. CinenyeT moq4epKHyTh, YTO B
MEXTyHAPOHBIX KIIMHUYECKHUX UCCIICIOBAHUAX d(PheK-
TUBHOCTH U 0€30MaCHOCTU PYKCOJIMTUHHOA B KAaueCTBE
JIOTIOJIHUTEIILHBIX KpUTepreB 3(pPEeKTUBHOCTH Teparuu
BIJTIOUEHBI MTOKA3aTEHM Ka9eCTBA JKU3HH MAlUCHTOB [4,
14-16].

YuuteiBasg OONBIION MEKTYHAPOAHBIA W OTEUe-
CTBEHHBIM OMNBIT HCCICIOBAHUM KaueCTBa JKU3HU Yy
reMaToJIOTHIECKUX OOJTBHBIX, OTMETHM, YTO TPHUHIIN-
MHUAJIBHBIM JJI HOJYUYEHUS HAaJICKHBIX U JOCTOBEPHBIX
JTAHHBIX TI0 KaY€CTBY )KH3HU OOJBHBIX SBISIECTCS BHIOOD
OTPOCHUKOB. B Hameli paboTe ucnoib30Baiu anpoou-
pOBaHHbIC B KJIMHUYECKUX HCCICAOBAHUSAX U KIHUHHU-
yeckoil mpaxtuke onpocHukn RAND SF-36 nnst onen-
ku kaudectBa xu3Hu, CSP-Myelofibrosis Module s
OIICHKH CHUMITOMOB U Ikany «OOIiasi olieHKa u3Me-
HEHHUI CaMOYYBCTBUS MAITUECHTa» IS OI[CHKH U3MCHE-
HUSI COCTOSIHUS TariueHTa Ha ¢oHe nedeHus. /lannpie
0 KadecTBEe KU3HU OOJIbHBIX aHAIN3UPOBAIHN C YIETOM
KIMHUYECCKOM HHPOPMAITIH 0 3a00JICBAaHUH U JICICHUH.
CornacHo TOTy9eHHBIM JIaHHBIM, B H3y4aeMO# BEIOOD-
ke OompHBIX M® monydeHo ciemyroliee pacrpeselne-
HHE MAIlMEHTOB IO OTBETY HA JICUCHUE, CBSI3AHHOMY C
pa3sMepoM CEJIe3eHKHU: MOJHOCThIO OTBETUJIM Ha Jieue-
uue 24,7% 60nbHBIX, yacTU4YHO — 33,3% OONBHBIX, HE
orBeTUIU — 42%. AHanu3 OTBETOB Ha JICUCHHE, CBS-
3aHHBIX C Pa3MEPOM CEJIC3CHKH, Y OOJIbHBIX B 3aBUCHU-
MOCTH OT TOJy4aeMOU Tepamuy BBISIBHII, YTO YaCTOTa
MOJIHBIX OTBETOB y OOJIBHBIX, MOTYYAIONIUX TEPaIHUIO
PYKCOITUTHHUOOM, OOJIBINIE, YeM B TPYIINE, MOIydaro-
wux JIIT, uto comnacyercs ¢ JaHHBIMU MEXIyHapo/i-
HBIX KIIMHWYECKHUX HccienoBanmit [7, 9—12]. Yacrora
u cnektp HS, 3aperucTpupoBaHHBIX B paMKax Haleu
HaOIII0aTeILHOM MTPOTrPaMMbl, COOTBETCTBYET JIaHHBIM
omyONMKOBaHHBIX HccnenoBanuii [9, 10, 12]. Haubo-
nee yacteiMd HA y GonpabIX M@, monmyyaromux pyk-
COJIMTUHUO, OBLITM AHEMUSI, TUTIOKOATYJISIIIHS U TPOMOO-
LUTOIEHUS, TPU 3ToM OonpnHCTBO HS Ob1TH NEerkoit
WM YMEPEHHOM cTeneHu TskecTu. [lonydueHHble naH-
HBIC B I[EJIOM COTIOCTABUMBI C TaHHBIMH MEXKTyHapPOI-
HBIX KIIMHUYeCKHUX uccaenoBanuii [10, 26, 27].

OO0cyxaas TIOMydeHHBIC TaHHBIE O KAa4eCTBE KU3HU
u cuMIiToMax y 0oapHeIX M@ Ha (hoHe JIedeHus, clenay-
eT 00paTUTh BHUMaHWE Ha CIEAYIOIINe TPUHITUTHAIb-
HBIE pe3yNbTaThl. B 1ei1om, Ka4ecTBO )XKU3HH Y OOIBHBIX
MO cyiiecTBEHHO CHUXKEHO 110 CPAaBHEHUIO C YCIOBHO-
3JIOPOBBIMH PECTIOH/ICHTAMHU — ITOKa3aTeNu (PU3MUECKO-
T0, TICHXOJIOTMYECKOTO U COLMAIBHOTO (PYHKIIMOHUPOBA-
HUs1 OOJIBHBIX 3HAYUMO HUXKE, UEM B IPYIIIIEC CPABHEHUSI.
Bonee tpetu GonbHBIX M® UMEIOT 3HAYUTEIHLHOE HITU
kputnueckoe cHmxkenue MII kauectBa ®u3HU, YTO CBU-
JICTEJILCTBYET O CEPhE3HBIX HAPYIICHUSIX (PU3UUECKOTO,
TICUXOJIOTHYECKOTO U COIHAIBHOTO (PYHKITMOHUPOBAHIS
MaIMEHTOB U UX BbIpakKeHHOU Je3anantauuu. [Ipu aTom
YCTaHOBJIEHO, YTO Ha (OHE TepamuHu PYKCOTUTHHH-
OOM TOKa3aTeNy KadyecTBa XU3HU 3HAYNTENHHO BHIIIE,
a yJIy4dllEHUE CaMOYyBCTBUS MAllUEHTOB CYLIECTBEHHO
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Tabnunma 3

Cpennsisi BbIPaKeHHOCTh CUMIITOMOB Y 00JIbHBIX MHUe10¢Gudpo3om
B 3aBHCHMOCTH OT NPOBOJMMOIi Tepanuu
(cpeaHee 3HAYEHHUeE £ CTAHAAPTHOE OTKJIOHEHHE)

BonbHbIe, BonbHbIe,
CumMrirom TIoJTyqJaromue TIOJTyHJaronue P
JIAT PYKCOJIMTUHUO

Cmabocth 5,7+29 3,5+2,7 <0,01
TonoBokpyxeHue 34+£27 1,8+24 0,01
UyBcTBO nevasnu 3,634 2,3+£2,7 -
UyBCTBO TpEeBOTHU 4,1+3,4 23+2,9 0,02
UyBcTBO CTpaxa 3,1+3,3 1,9+2,9 -
CHIKCHHUE aKTHBHOCTH 52+32 32+2,8 0,01
Boinu B )xuBOTE/4yBCTBO 3,8+3.,6 2,6+29 -
JHCKOM(OPTa B KUBOTE
Boiu B KOCTSX/MBIIIIIax 45+32 3+3 0,05
Karuens 1,4+19 09+1,5 -
CHIKEHHE anmneTuTa 23+2,8 1,3+2,1 -
[IpoGiems! co cHOM 48+33 29+3 0,02
TloTuBOCTH 1O HOYAM 3,9+£39 1,3+£1,9 < 0,01
UyBcTBO nepeHachlmenus, pac- 3,3 £3,7 2,727 -
MTUPaHUs, TSHKECTH B KUBOTE
UygscTBo *apa/o3Ho0a 22+29 2427 -
Koxxuslit 3yn 1,6 £1,6 0,7+1 -
CHmXeHne KOHIICHTPAIIH 35+3,4 24+£25 —

BHUMAaHUs

0oJiee BEIpaXKeHHO, YeM y 0ombpHbIX ipH JIAT. Oti nan-
HBI€, TTOJTy9eHHBIC B YCIOBUSAX PEaTbHON KIMHUYECKON
MIPAKTHKH, COTTIACYIOTCS C Pe3yNbTaTaMi PaHJOMHU3HAPO-
BaHHBIX KIIMHUYECKUX UcclienoBanuii [14—16].

Jpyroif BayKHBIN acrieKT padoThl — M3y4YEeHUE CIIEK-
Tpa CHUMITOMOB y OoibHBIX M® Ha (oHe Tepammu.
B nepByto ouepenp, 3TO CBSI3aHO € TEM, UYTO OLIEHKA JU-
HaMHUK{ CUMIITOMOB U OTBETa HA JIEYEHHE CO CTOPOHBI
CUMIITOMOB BHECEHAa B OCHOBY COBpPEMEHHOH Kiaccu-
¢UKanuu KpUTEpHEB OTBETA HA TEPAlMI0O B COOTBET-
CTBUHU C KOHCEHCYCHBIMU pexoMeHnarmsmMu [WG-MRT
u ELN [4]. CornacHo 3TUM pEeKOMEHIAITUSM, IS OIICH-
KM OTBETa Ha JIEYCHHE, CBSI3aHHOTO C CHMIITOMaMH 3a-
OoreBaHWsA, TMpe/IaraeTcsi MCIONb30BaTh OMPOCHUK
Myeloproliferative Neoplasm Symptom Assessment
Form (MPN-SAF TSS), koropsrii Bktogaet 10 cummTo-
MOB: yCTaJIOCTh, CHWKCHHE KOHIIEHTPAIlMA BHUMaHUS,
paHHEe HAaCHINIEHNE, CHIDKCHHE aKTUBHOCTH, HOYHYIO
MOTJIUBOCTB, 3y, 00JIb B KOCTSX, TUCKOM(OPT B KUBO-
Te, MOTEPI0 Macchl Tena U Iuxopaaky. OTBETOM Ha Jie-
YeHHE CO CTOPOHBI CUMIITOMOB CUMTAETCS CHIKEHUE UX
BbIpakeHHOCTH Ha 50% u Ooiee o cymmapHOMy Oasury
onpocurka MPN-SAF TSS.

B namem wuccriiegoBaHUM IS OIIEHKH CHMIITOMOB
ucnons3zoBanu onpocHuk CSP-Myelofibrosis Module.
OTmeTHM, 9TO B paMKax uccienoBanns «KagecTBo xu3-
HU, CTICKTP CUMITTOMOB TIpH MHETOGHUOpO3e: BaTHIAITHI
OTPOCHHKA JUTSI OIEHKH CHMIITOMOB y OOJBHBIX MHE-
nouOpo3omM» MPOBEEHA ero BaJHIAIUs U TPOIEMOH-
CTPHUPOBAaHbI €r0 YJAOBIETBOPHUTEIbHBIE TCHXOMETPHU-
YecKue CBOWcTBa. Tarke mokazaHa WH()OPMATHUBHOCTh
U 11eJIeCO00Pa3HOCTh €r0 HCIOJB30BaHUS B peaibHON
KJIIMHUYECKON MpakTUKe B ycioBUsAX PD s oueHku
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OCHOBHBIX CHUMIITOMOB y OOJNBbHBIX M@, moydaromux
pa3HyIo TEPAIUIO, YTO BBITOJHO OTINYAET €ro OT APYTHX
WHCTPYMEHTOB, UCIOJB3yEMBIX J0 HACTOSIIETO BpeMe-
HU JUIs1 OLIEHKU CHMIITOMOB B KJIMHHUYECKUX HUCCIIE0BA-
Husax npu MO [5, 8, 10, 14, 15, 28]. Coracao momy-
YEHHBIM HaMHU JAaHHBIM C HCIOJIb30BAaHHEM OINPOCHHKA
CSP-Myelofibrosis Module, 6onee 50% 6onpHpix MO
UCTIBITHIBAIOT BECh CIIEKTP MPEACTABJICHHBIX B ONPOC-
nuke CSP-Myelofibrosis Module cumnTomoB, 3a uc-
KIIIOYCHHEM JBYX CUMITOMOB (Kallelb U KOXKHBIN 3Y[).
[lepeuenn Hanbosee BBIPAKEHHBIX M YacTO BCTPEYalo-
IIUXCSI CHMITOMOB y 00J1bHBIX M® (crabocTh, CHUXE-
HUE aKTUBHOCTH, OOJIM B )KMBOTE/U4yBCTBO JUCKOM(DOP-
Ta B JKUBOTE, YYBCTBO IEPEHACHIIICHUS/PACTTUPAHHS H
TSOKECTH B J)KMBOTE) COBIIAJAET C JAaHHBIMHU JIPYTHX HC-
cnemoBannii [15, 29]. BaxxHO OTMETHTH, UTO B paMKax
JAHHOTO HCCJICIOBAaHUs BBISBJIECH HanOojee 3HAYUMBIN
CHUMIITOM, HeraTuBHO Biustitonnii Ha WIT kauecTBa xu3-
HU OOJIBbHBIX, — CHIDKeHHE akTuBHOCTH. IlokazaHo, uyTo
y 6051bHBIX M@, nosryyaromumx pyKCOIUTHHUO, CUMIITO-
MBI MEHee BBIpaKeHbl, 4yeM y OombHbIX mpu JIT, uto
comacyeTcs ¢ JaHHBIMU JUTeparypsl [14].

Taxkum 00pa3om, B yCIOBHSX pealbHON KITMHUYECKOM
MPAKTUKKN U3yYEHO KaueCTBO KU3HHU U CIIEKTP CHMIITO-
MOB Y OOJIBHBIX IEPBHYHBIM U BTOpUYHBEIM MO Ha doHe
tepanuu. [Tokazarenu (Hu3M4ECKOro, MCUXOIOTHYECKO-
T'O ¥ COIMANBHOTO (PYHKIIMOHUPOBAHUS y OOIBHBIX MD
CYIIECTBEHHO CHIDKEHBI. BOIBIMMHCTBO 0OMBHBIX MO
HMEIOT IIHUPOKUH CHEKTP CUMITOMOB, HanOoJee BbIpa-
KEHHBIC U YacTO BCTpeYarolIue — caadocTh, CHIKCHNE
aKTMBHOCTH, OOJM B >KUBOTE/YYBCTBO AHMCKOMQOpPTA B
JKUBOTE, YyBCTBO MNEPEHACBHILICHUS/PACIUPAHUS U Tsi-
KECTH B )KMBOTE, UTO COBIMAAAET C JaHHBIMU, TOITy4EH-
HBIMHU B APYTHX HccileoBaHusAX. Hambonee 3HAYMMBIM
CUMITOMOM, OKa3bIBalOIIMM HETraTMBHOE BIMSHHUE Ha
KaueCTBO YKU3HH 00IbHBIX M@, SBIISICTCS CHIDKCHHUE aK-
TUBHOCTH. Ha (oHe Tepanuu pyKCONMUTHHUOOM MoKa3a-
TEJIM Ka4yecTBa )KU3HH 3HAYUTEIHHO BBIIIE, a YAyUIIeHNE
CaMOYyBCTBHS OOJBHBIX CYIIECTBEHHO OoJjiee BhIpaxke-
HO, ueM y OonbHEBIX 1ipu JIJIT. ¥ GompHEIX MO, momy-
YAIOLIUX PYKCOJIMTUHUO, CUMIITOMBI MEHEE BBIPAXKEHHBI,
4eM y 0onmbHBIX, momydatormx JIAT.

Bnazooapnocme. Aemopul cmamvu sbipadxcaiom 61a200apHOCHIb 3a NOMOWb 8 Npose-
Odenuu HabnodamenvHo2o ucciedosanus no earuoayuu onpocuuka CSP-Myelofibrosis
Module cneyuanrucmam-eemamonoeam: M.A. Aemomenxo ([BY3 Knunuueckas medcan-
uacmo Ne 1, Ilepmv), H.B. [Jopogeesoii (Topodckas kiunuueckas 6onvnuya Nel3, Yopa),
C.H. Jlynesoii (Obnacmuas xiunuveckas Oonvhuya, Apxaneensck), JK.B. Ilonosoii
(O6nacmnas kaunuueckas 6ononuya Nel, Boponeorc), O./. Cepoiox (Kpaesoii onkonoeu-
ueckutl oucnancep, Kpacnooap).

KonduukT unTepecoB. ABTOpbI HE UMEIOT KOH(IMKTA MHTEPECOB, KOTOPBIH UMeIT Obl
HEMOCPEICTBEHHOE OTHOIICHHE K CONCPIKAHUIO CTAThH.

®uHancupoBaHue. B aHamM3e MCHOIb30BAHbI JAHHBIC MCCICHOBAHUS IO BAJIHALUK
omnpocuuka CSP-Myelofibrosis Module, BeimonnerHoro npu nojiepxkke OOO «Hosap-
THC PapMay; aHANHU3 JTaHHBIX, IPEJICTABICHHBIX B IyOIHKAIMH, ¥ MOATOTOBKA CTAThH
BBINIOJIHEHbI 0€3 CIIOHCOPCKOM MOICPIKKH.
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DETEKLNA DHTEPOBAKTEPUN C NPOAYKLUEN BETA-JIAKTAMA3
PACLUMPEHHOI'O CNEKTPA Y BOJIbHbIX OCTPbIMU MUENTOUAHBIMU
NEAKO3AMU N INMMOOMAMU NPU NOCTYMJIEHUU B CTALLMOHAP

OrBY «femaTonormyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBsa, Poccua

Llenb paboTbl — N3y4nTb KONIOHN3ALMIO CIM3UCTON 0BONOUYKU KULIEYHMKA 1 POTOFNOTKIN SHTEpobaKkTepu-
AMM € NpoayKumen 6eTa-naktamas paciumpeHHoro cnektpa (BJIPC) y 605bHbIX OCTPbIMU MUENOUAHBIMM NENA-
ko3amu (OMJ1) n numdomamu go Kypca xummoTtepanuu. B npocnektuBHoe nccnepgosaHue (2013-2014 rr.)
6b1nY BKNtoYeHbl 98 605bHbIX (33 OMJT 1 65 numdomamn), n3 Hux y 94 (96%) remo6nactos 6bi1 AUarHoCTMpo-
BaH BriepBble. MeaunaHa Bo3pacTa 60nbHbIX numdomamu coctaBuna 47 net, OMJ1 - 35 neT. Y 60/1bHbIX Ma3Ku
CO CIN3MCTON 060NOUKM POTOFNOTKMN U NPAMON KULWKKM 6paniu B NepBble 2 AHA rocnuTanusauum B fematono-
rmyeckom HayuyHom LeHTpe (THL, MockBa) ins BbiABNeHus sHTepobakTepuii c npoaykuuen BJIPC. Ana geTek-
yum BJIPC ncnonbsosany peHoTMNNYECKME METOAbI ANA AETEKUMN TEHOB Pe3nCTeHTHOCTM bla,, v bla .\ -
MeToA nonumepasHoi uenHon peakuun (MLUP). Mpu nocTynneHnn KONOHU3aLMIO CIM3UCTON 060MI0UKM
KULWWEeYHVKa dHTepobakTepmamu ¢ npogykumein BJIPC Boiaunn y 26 (27%) 6onbHbix (y 28% numdpomamu,
y 24% OMJ) n nnwb y 4 (4%) — co cnu3mncTon potornoTkuy; p < 0,01. bbino BbigeneHo 34 nsonata (E. coli 52%,
K. pneumoniae 42%, Citrobacter spp. 6%). beTa-naktamasbl CTX-M Tuna 6binn y 76% msonatos, TEM tuna —
y 53%, ogHOBpeMeHHO ABa Tuna — y 44%. Y 60nbHbIX MMbOMaMM CTaTUCTUYECKN 3HaYMbIMUN GpaKTopamm
KonoHm3saumu npogyueHtamu BJTIPC 6binn nepesog B MHL, 13 gpyroro ctaunoHapa (Ol 4,2; p = 0,01), BO3-
pact ot 50 net 1 ctapuwe (OLW 3,0; p = 0,05), y 60nbHbIXx OMJT — npoxmnBaHue He B Mockse (OLL 7,6; p = 0,04).
Mpu MHOro$akTOPHOM aHanm3e He3aBNCMMbIMU OKa3anuch Te e pakTopbl. lMonyyeHHble pe3ynbTaTbl CTaBAT
Nnof COMHeHVe Ha3HauyeHue GpTOPXVMHONOHOB AN NPodunakTUKM 6e3 npefBapuUTENbHOroO 06CNefoBaHMSA.
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