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KLiMEeW 3pUTPOUAHOrO POCTKA KOCTHOrO MO3ra.

3HauumMbIMu KnuHNYeckumu npusHakamm NMM®P, koTopbie ucnonb3ylorcs Bo Bpems Bepudpukaumum
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aHeMMUs U NMOBbILLEHUE JIOKTATAEIMAPOreHasbl B CbiBopoTke Kpoeu. Mpu MM® Taioke
Ha6nmoaaloTCca 3KCTPAamefy IISIPHbIA FEMOMNO033, HaNNYMe KAnieBUAHbIX SPUTPOLIUTOB,
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TSXKECTb B GPIOLLHOM MOJIOCTU U KOXXHBbIN 3yA. Cpean MHOXKECTBA MOJIEKYNISIPHO-T€HEeTU4ECKMUX
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Tpom6onostuHa (MPL).

MenuaHa MpoIOJKUTETbHOCTH KMU3HU y TatieHToB ¢ [IM® 3a-
BUCHUT OT HATM4MSI (haKTOPOB MPOrpeccuu 3a001eBaHusI U BAPbUPY-
€T B 3aBUCHMOCTH OT I'PYIIIbI pucKa. Tak, y O0JbHbBIX IPYIITbI HU3-
KOTO PUCKa, B COOTBETCTBUM C MEXIyHAPOTHOI MPOrHOCTHYEC-
Koii 6ambHOM cuctemoit PSS, BeknBaeMocTh mocturaet 11 JieT,
B TO BpeMsl KaK B TPYIIE BHICOKOTO PUCKA OHA OTPaHUUYMBACTCS
2 ronamu. Micnionb3oBanue [PSS cuctembl Ha MOMEHT MOCTaHOB-
KM IMarHO03a, KaK ¥ TMHAMUYECKOI MeXTyHapOIHOI MPOTHOCTH -
yeckoil 6amibHOI cuctembl (DIPSS) win nuHamMuyeckoit Meximy-
HapOIHOI MPOTHOCTUUYECKOH OamtbHOl cucteMbl matoc (DIPSS-
plus) B 1000i1 MOMEHT HAOTIONEHNSI 32 OOJIBLHBIM, TI03BOJISIET O0BEK-
TUBU3MPOBATH MPOLIECC BBIOOPA JIeUeOHOM TAKTUKY 3a CUET XKeCT-
KOIi ee cTpaTU(UKALIVH.

B Hacrosiee BpeMsi e AMHCTBEHHBIM TepareBTUUECKUM IO/ -
XOJIOM, MOTEHIMANIbHO u3neunBaoum [IM®, spisieTcs: npose-
NIeHUE aIOTeHHON TPAaHCIUIAHTALIMK CTBOJIOBBIX TEMOIMO3TUYEC-
kux Kietok (AmmoTCI'K). OnHako mMcnonb30BaHKMe TaHHOM OII-
LIUK OTPAHUYEHO BO3PACTOM OOJIbHBIX, HATMUKMEM TSIKEJION COIyT-
CTBYIOILIEH MATOJOTUU U CONPSIKEHO C BBICOKOW CMEPTHOCTHIO,
PMCKOM OTTOPXEHMS TpaHCIUIaHTaTa, 0OJIE3HBIO «TPAHCIIAHTAT
npotuB xo3simHa». [loatomy AmnoTCIK pekomeHmoBaHa
OrpaHMYEHHOM TPYIIE MAlMEHTOB — B Bo3pacTe <65 JeT ¢ 0Xu-
JTaeMO¥ BBIXKMBAEMOCTbIO MEHee 5 JIeT (Tpyrina BbICOKOTO U Mpo-
MexkyTouHoro 2 pucka no 1kane [PSS wiu DIPSS, unu DIPSS-
plus). Jaxe B ciyyae mposenenust Ao TCIK 3-neTHsist BboKuBae-
MOCTh 0e3 Tporpeccuu 3abo1eBaHIs HaOIOMAeTCsS TOIBKO Y TT0-
JIOBUHBI MAIIMEHTOB.

Bce ocranbHble TepaneBTUYECKUE TOAXObI (MCIONb30BaHKE
LIMTOPEAYKTUBHBIX areHTOB, CTUIEHIKTOMUS WM OOJIydeHue ce-
JIE3eHKU, TPAHCQY3UM SPUTPOLIUTAPHON MAacChl, MPUMEHEHUE
3PUTPOTIOITUHA, AaHAPOTEHOB, UMMYHOMOJIYJISITOPOB) SIBISIFOTCS
MaJUTMATUBHBIMU, CUMIITOMATUYECKM OPUEHTUPOBAHHBIMMU, a OT-
BeT Ha HUX HaOJII0IaeTCsl JIUIIb Y YaCTH MAllMEHTOB U KPAaTKOBPe-
MeHeH. BbiGop MeanMKaMeHTO3HOI Teparnuu B MEpBYIO OYepe/b
OCHOBBIBAETCSI HA KIIMHUYECKOI KapTHHe.

MenukameHTo3Hast Tepanus anemuu mpu [IM® pekoMOMHAHT-
HBIMU 3pUTPONIOITUHAMU, KOPTUKOCTEPOUIAMU, CUHTETUUECCKHU -
MU aHIpOreHaMH (JaHa30J10M), UMMYHOMOIY/ISITOpaMU (Talumo-
MUJIOM, JICHAIMIOMUIOM) MOKa3aHa MpPU YPOBHE TeMOTIo0MHA
<100 r/mn.

BpUTPONOITUH — TIepBasi OMMS ISl IeYEHUS] aHEMUU Y TTaLM-
€HTOB C HU3KMM 3HIOTeHHBIM ero ypoBHeM (<125 Emx/m), Tepa-
neBTHYecKuit ahdekT Habmomaercst B 45% ciyvaeB. AHIPOTEH-
Hble TOPMOHBI, CpeM KOTOPBIX MPEnapaTtoM BbIOOpa SIBISETCS
CUHTETUYECKUI aHIPOTeH TaHa30J1, CTUMYJIUPYIOT SPUTPOIIO33 Y
oonbHbIX [IM® ¢ pedpakrepHOit TpaHCHY3MOHHO3aBUCUMOI
aHemueil. OHAaKo MPUMEHEHME J]aHa30J1a ACCOLIMUPYETCS C pyUC-
KOM pa3BUTHS 1LIEJIOTO PsiIa MoOOYHBIX 3¢ (eKTOB, Hanboee 3Ha-
YUMBIMU U3 KOTOPBIX SIBJISIIOTCSI TeTMaTOTOKCUYHOCTh, BILIOTH JI0
Pa3BUTHS TeMaTOKAPIIMHOMBI, W PaK MpPEeACTATeIbHOM KeJe3bl.
[ToaTomy Bce matmeHTsl, MoMyYyaoline 1aHa301, J0IKHBI TIPOX0-
IIUTh €XEeMECSYHbIN KOHTPOJIb (DYHKIIMU M YJIBTPa3ByKOBOE UC-
CNIEIOBAHNE CTPYKTYPbI MEYEHU, a MYXUYMHAM PEKOMEHIOBAHO
MEPUOIUYECKOE TIPOBEAECHNWE CKPUHWHIA Ha Haluyue paka
TIpefcTaTeIbHOM Xene3bl. B ciyuae pe3sucTeHTHOCTH K peKOMOMU-
HAHTHBIM 3PUTPOINO3TUHAM M aHAPOTEHAM CJIEAYIOLIeH JTUHUeH
Teparuu sIBJISETCS UCTIONB30BaHNE UMMYHOMOYIsiTopoB. Hau-
0oJiee YacTo Ha3HAYaeMbIM UMMYHOMOJIYJISITOPOM SIBJISIETCSI Ta-
JIMIOMM B KOMOMHALIMY C MTPETHU30JI0HOM, a B ciyyae [TMO,
aCCOIIMMPOBAHHOTO C Aeienueit 5/5q, — neHanumomun. Jlocra-
TOYHO ONTUMUCTUYHBIMU BBITJISIIAT MpeBapUTEIbHbIE Pe3y/IbTa-
ThI KIMHUYECKUX UCCIeT0BaHUI 3 (HEKTUBHOCTH UCTIONB30BAHMS

MEAMANA  TAIETA

MOMATIOMK/IA B KOMOMHAIIMM C TIPEJAHU30JIOHOM IS JIEUSHMUSI
aHemuu ripu [IM®. Xotenoch Obl 3aMETUTh, YTO MPU TEMOJIUTH-
YeCKON aHeMHUM C TO3UTMBHOH mpoboii KymOGca pammoHaabHO
MPOBE/ICHNE MOHOTEPATMH TIIIOKOKOPTUKOUIAMM.

HecMmoTpst Ha cylecTByIOLIMiA BHIOOP MEIMKAMEHTO3HOM Te-
panuu CUMITOMATHYECKOTO aHEMMYECKOTO CHHIpOMa Mpu
IMIM®, 3HauuTeIbHAS YAacTh MAIMEHTOB HYXIAETCS B 3aMECTH-
TEJIbHOW Tepanuu 3pUTPOLIUTAPHOM MACCOM, COMPSIKEHHON C
MMMYHOJIOTMYECKUMU, MHOEKIIMOHHBIMU OCJIOXHEHUSIMU, pa3-
BUTHEM TeMOCHUJIEPO3a, KOTOPBIH, B CBOIO OUepe/Ib, SIBISIETCS Ol-
HMM U3 OTHOCUTEJIbHBIX OTrpaHMYEHMId JJIsI TPOBEACHUS
AnnoTCI'K.

MuenocyrnpeccuBHas Tepamnus rmokasaHa B ciyyae JeiHKoIuTo-
3a, TPOMOOIIMTO3a, CIIJIEHO- U TelaTOMEralnu, a TakKKe NpU3Ha-
KOB Tunepkaradbonusma. I[lpemapatoM BbIOOpa AJIS1 TPOBEACHUS
MUEOCYTIPECCUBHON Teparnuu sIBISIeTCSl TMAPOKCHMOYEBUHA.
V manueHToB B Bo3pacte <60 JieT B MpedrOPOTUYECKON CTamnuu
3200J1eBaHKs PEKOMEHI0BAHO MPUMEHEHHUE NpernapaTtoB UHTEp-
depona-o. [Tpr TPOMOOLIMTO3E C PE3UCTEHTHOCTHIO UM HeTlepe-
HOCHUMOCTBIO JIPYTUX LIUTOPEAYKTUBHBIX MPENapaToB PEeKOMEH-
JIOBAHO UCIIOJIb30BaHUE aHATPEIIMIA.

[Tpn mpuMeHeHUM TUAPOKCMMOUYEBUHBI C IIEJbI0 PEAYKIIUN
crieHomeramnu 50% oOTBET Ha Tepamuio HaOJIOJAETCs BCETO
b B 17% ciydaeB 1 acCOLMMPOBAH C PUCKOM IeMaToIOrHyec-
KO TOKCHYHOCTHU. B CBSI3u ¢ 3TUM Tipenapar siBjsieTcsi TepBoii
JTHMEH Tepanuu y 60abHbIX [IM® HU3KOTO U MPOMEXYTOUHOTO
pucka 1 no mkane IPSS uau DIPSS, unu DIPSS-plus ¢ TpoM60-
LIMTO30M H/WIK JieKoruTo3oM. OTMETHM, 4TO K TpernapaTaMm
BTOpPOU JIMHUM TEeparuu Uil TPYMIbl OOJbHBIX, PE3UCTEHTHBIX
K TUIPOKCUMOYEBUHE, OTHOCATCSA KIaapuOuWH, OycyiabdbaH u
MendanaH.

B cBoto ouepenb, pyu HATMYKY CTUICHOMETATUU U IIUTOTIEHUU
PEKOMEHIOBAHO JieUeHe KOMOMHAIMEN HU3KUX 103 TATUIOMMU-
na (50 Mr/cyT) ¢ IIIIOKOKOPTUKOMAaMU, 3(PPEeKTUBHOCTH KOTOPOI
ormeuaetcst Y 20% GOMbHBIX. Y MAIMEHTOB CO CIICHOMETAEH,
KOTOpasi COUETaeTcsl ¢ aHeMUell U KOJIUYEeCTBOM TPOMOOLIMTOB
6onee 100 TeIc. /MK 1/Wau Aenerueii 5/5q, ONTUMATbHBIM Tepa-
MEBTUYECKUM BBIOOPOM SIBJISIETCS JIEHATTMAOMUIL, OTBET Ha KOTO-
phIii oT™MeuaeTcs 6onee yeM B 30% ciydaes.

[Mpyu pe3ucTeHTHOCTM WM HEMEePEeHOCUMOCTH LIUTOPEAYK-
TUBHBIX TIPETIapaToOB y MAIMEHTOB ¢ CUMITOMATUYECKOI CTiIe-
HOMeTalneit, 0COOEHHO el MOCeHSISI aCCOIIMMPOBaHa ¢ Ka-
XeKcHel WM TpaHC(hY3MOHHO3aBUCUMOW aHeMMel, a Takxke
MpY CUMMNTOMATUYECKOI MOPTaTbHON TUMEPTEH3UU PEKOMEH-
JIOBAaHO TIPOBEIEHUE CIICHIKTOMMM. YKa3aHHasl oreparus
ACCOLMMPYETCSl C BBICOKON CMEPTHOCTbIO, BHICOKMM YPOBHEM
MOCJIEONEPAMOHHBIX OCIOXHEHUIT; (POPMUPOBAHUEM IKCTPa-
MeIYJUIIPHBIX 0YaroB KPOBETBOPEHUST; TPOMOO- U JIEHKOIMTO-
30M; YBEJIMUEHUEM pHCKa TpaHC(HOPMaLUK B OCTPHIH JIEHKO3 1
pas3BUTHEM TPOMOO3a.

IMpu cuMnToMaTU4YeCcKol MeIMKAMEHTO3HOPE3UCTEHTHOMN
CIIJICHOMETAJIMM Y TMalKUEHTOB ¢ YPOBHEM TPOMOOLIMTOB OoJiee
50 TBIC./MKJI, KOTOPBIM HE TOKa3aHa CIUIEHIKTOMUS, PEKOMEH-
JIOBAHO MpoBeleHue panuoTepanun. Ho, Kk coxaneHuto, ydeBast
Teparnusi XapaKTepu3yeTcsi KpaTKOCPOUHBIM 3 HEKTOM, ATUTETb-
HOCTb KOTOPOTO KoJiebeTcst oT 3 10 6 Mec, ¥ pa3BUTHEM LIUTOIIe-
Huu. HM3KOM030BYIO JIy4eBYIO TEparnuio Takxke HMCIMONb3YIOT B
cilyyae BHECEJe3¢HOYHBIX SKCTpaMELy/UIIPHBIX OYaroB KpOBe-
TBOPEHMSI U /ISl TeParuu KOCTHO-00JIEBOTO CMHAPOMA.

CymiecTBeHHOE TOBbIIeHUE 3()D(PEKTUBHOCTH Tepanuu He
TOJIBKO TPY CIIJIEHOMETaJIMK, HO U TIPU BBIPAXKEHHBIX KOHCTUTY-
LIMOHAJIbHBIX CUMIITOMAX, a TAKXKE TIPOJIOHTAIMS BBDKUBAEMOCTH

U yJIyyllleHre KauecTBa XU3HU CBSI3aHbl C BBEICHUEM B KJIMHMU-
yeckylo mpakTtuky uHruoutopoB JAK1 u JAK2 xuHa3sbl.
JAK1/JAK2 xuHa3bl OTHOCSTCS K CEMEICTBY BHYTPUKICTOUHBIX
TUPO3UHKMHA3, KOTOPbIE KOHCTUTYLIMOHAIBLHO CBSI3aHBI C LIUTO-
KUHOBBIM pelienTopoM, (HochopuanpyroTcs Mmocjae B3auMoei-
CTBUS MTOCJIEHETO C JIMTAaHJOM U 3aIyCKalOT CUTHAIIBHYIO TPaHC-
nykimio v aktuBaimio TpaHckpuniuu (STAT). JAK kunazel 00-
JIal0T KPUTUUECKOM POJIBbIO B PETYJISILIMK TeMOCTa3a, TeMoIod3a
1 UMMYHHOTO oTBeTa. Pykcomutuuu6 ([I’kakaBu) Ha CeromHsIII-
HUIl JIeHb SIBJISIETCSl MEPBBIM M EAMHCTBEHHBIM WHTUOUTOPOM
JAK1/JAK2 kuHa3bl, KOTOpBIi 0I0OpEH W 3aperiCTpUpOBaH B
crpaHax CesepHoii Amepuku u EBpomnbl misg jeuerus [TMO.
[Mpenapat siBasieTcss MepopaibHBIM 00PATUMBIM WHTMOUTOPOM
I knacca, Kotopblii KOHKypupyeT ¢ AT® B KaTaTUTUUECKOM Caii-
te JAK tuposunkuHa3. CoOTBETCTBEHHO, PYKCOJUTUHUO MOXKET
OBITH MCIIONIBL30BAH s MauueHToB 6e3 JAK2 myranun. Dddex-
TUBHOCTb MpernapaTa B MEpBYyI0 ouepeab 00ycaoBIeHa MoaaBIe-
HueMm STAT curHanbHOTO TyTH, YTO MPUBOAUT K YTHETEHUIO TIPO-
BOCHAJIUTEILHOTO CTaTyca M HecnelnubUIecKoil MUeIonposu-
(epanumn.

BhdekTMBHOCTb pyKcoIUTHHMOA B jleueHun Kak [IM®, tak u
MuenoGuropo3a, KOTOPbIi pa3BUICS MOCIE UCTUHHOM TOJTUIIUTE-
muu (noct-UTT M®) u scceHIManbHOM TPOMOOLIMTEMUU (TTOCT-
BT M®), nmoarBepxkaeHa pe3y/ibTaTaMU PaHIOMU3UPOBAHHBIX
uccnenoBanuii 3-it pazel COMFORT-I1 u COMFORT-II. B yka-
3aHHBIX MCCJIEMIOBAHUSIX PAHIOMM3AlUs TAIlIEHTOB, KOTOPHIC
OTHOCHUJIMChH K TPYIITE CPEeTHEr0-2 WM BBICOKOTO PUCKA T10 IIKa-
ne IPSS, mpoBoamiack B COOTHOIICHUM OIVH K OJHOMY Ha IIpHU-
€M PYKCOJIMTUHUO,/T1a1e0o U Ba K OMHOMY Ha TPUEM PYKCOJIU-
TUHUO/My4liIiee TOCTYITHOe JeUeHNe COOTBETCTBEHHO.

[lepBuunoit KoHeuHo# Toukoit ucciaenoBanus COMFORT-I
SIBJISIOCH YMEHbIICHUE pa3Mepa cene3eHku >35%, Kotopoe
3a(pMKCUPOBAHO C TOMOLIbI0O MAarHUTHO-PE30HAHCHOW WU
KOMIIbIOTePHOI ToMorpaduu, Ha 24-it HeJesle Teparnuu, a uccie-
noBanuss COMFORT-II — na 48-ii Hexmene neyeHust. Jloctmxe-
HUE KOHEYHOI TOYKM B IPYIIE MAalMEHTOB, MOJyYaIOLIMX PYK-
comutHuO, B mccnenoBanusix COMFORT-I u COMFORT-II
Habmonanoch B 42 n 28% ciydaeB COOTBETCTBEHHO, YTO OBLIO
3HAYUTEJbHO BHIIIE, YeM B KOTOPTE OOJIbHBIX, TOJYYaBUIMX aJlb-
tepHatuBHYI0 Tepanuio (0,7 1 0% coOTBETCTBEHHO).

TpexsetHsist onieHKa 3(hHEKTUBHOCTU PYKCONIUTUHUOA B HC-
crnenoBanun COMFORT-I nosBonuna ompenennTs, 4To Ha
144-11 Hemene nedeHWs penyKIus o0beMa M UTMHBI CEee3eHKH,
orpejessieMasl MaJbIaTOPHO, MO CPABHEHUIO C MCXOMHBIM MX
ypOBHEM B cpenHeM cocrtaBnsiia 34,1% (memnmana — 38,4%) u
49,4% (Mennana — 50,0%) cootBeTcTBeHHO. [lambnaTtopHo omnpe-
nesisieMoe yMEHbIIeHUe cee3eHKM Ha 144-it Hexene Tepanuu
PYKCOMTUTUHUOOM OTMeYeHO y 24,5% MallieHTOB, a COXpaHEeHUe
PeAYLPOBAHHOTO 00beMa cele3eHKM MUHUMYM Ha 10% ot uc-
XOJTHOTO 00'beMa B TPYTITe GONBHBIX ¢ >35% TIepBUYHBIM OTBETOM
Habmonanock bonee yem B 80% ciyvaes.

[To pesynbratam uccnenoBanus COMFORT-II onpeneneno,
YTO MeMaHa JUTUTeJIbHOCTH OTBETA Ceie3eHKU (YMEeHbIICHHE ee
oobeMa >35% OT MCXOMHOr0) Ha PYKCOJUTUHUO COCTABJIsIET
12 Hen, a ero coxpaHeHue Ha 48-i1 u 144-ii HemeIsIX peTUCTpUpy-
ercsa y 73 n 50% MalMeHTOB COOTBETCTBEHHO. 3aMETUM, YTO Y
97% OGOJBHBIX, MOMYYABIINX PYKCOMUTUHUO, B JI0O00 MOMEHT
uccienoanuss COMFORT-II B Toii nnu nHoit cTeneHn KoHCTa-
TUPOBAIACh PEAYKIIMS PA3MEPOB CENE3EHKHU.

AHan3 BTOPUYHOW KOHEYHOU Touku uccienoBanuii COM-
FORT-I u COMFORT-II Takxe mnpoBommicgd Ha 24-ii u
48-it HelensIX IpreMa PYKCOJIMTUHUOA COOTBETCTBEHHO, €€ J10C-
THXKEHHEM ObUTO yMeHbleHre Ha 50% cymMMmapHOro 6ajia WH-
TEHCUBHOCTH CUMIITOMOB 110 OOILIEH 111Kajie OLEHKU CUMIITOMOB
muenomnponridepatuBHbx HeorutasM (MPN-SAF TSS) (tabi.).
HoctuxeHnue BropuyHoit KoHeuHoi Touku B COMFORT-I 3a-
(ukcupoBaHo y 46% nalMeHTOB Ha Tepaliy PyKCOJUTHHUOOM U
y 5% G0bHBIX, TIOMyYaBIIMX TIaie6o. B To e Bpemst mporpec-
cusl CUMNTOMATUKK (>50% cymMmapHbIii 6an mo mkaie MPN-
SAF TSS) y GoabHBIX Ha Tepanuu pyKCOJUTUHUOOM Habmiona-
J1ach TOJbKO B 4% ciydaes ipotus 33% B rpymie miane6o. Cpas-
HUMbIE Pe3yabTaThl 3QPEKTUBHOCTY PYKCOMUTUHMOA MO OTHO-
IIEHUIO K YIYYIICHUIO KauecTBa XU3HU M YMEHBILICHUIO TSKECTH
CUMIITOMOB TojTy4eHbI 1 B ucciaenoBanmu COMFORT-II.

[MpumeyarenbHO, YTO PYKCOJIUTUHUO MPOAEMOHCTPUPOBAI
CBOIO 39(DPEKTUBHOCTH MO OTHOLIEHUIO K PEAYKIIMU pa3mepa ce-
JIE3eHKM ¥ MHTEHCUBHOCTY CUMIITOMOB HE3aBUCUMO OT BO3pacTa
MalKeHTOB, cTereHn Muenodudposa, rpymbl prUcKa 1o 1IKae
IPSS, mnpenmectByioiero pa3Mepa ceae3eHKH U KOJMYecTBa
TpoMbouuToB, a Takxke JAK2 V617F cratyca GOJIbHBIX.

B uccnenopanyt COMFORT-I1 24-HemembHbII IpUEM PYKCOI-
THMHUOA ACCOLIMUPOBANICS CO 3HAYMTEbHBIM MPOMIEHUEM KU3HU
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namuentoB (HR=0,50), xors, nmo pesynmsratam COMFORT-II,
Pa3HMIBI B BBDKMBAGMOCTH TMPU Teparnuu PYKCOJIUTUHUOOM U
JIYYIIMM TOCTYITHBIM JIedeHreM Ha 48-11 Hemese He HaOMI0aaIoCh.
B 10 e Bpems nponorkenue ucciaenoBanust COMFORT-1I mo3-
BOJIUJIO OMNpPEAeaUTb, uTo 144-HeneabHast MPOAOKUTEIbHOCTh
JKU3HU 3HAUYUTENBHO BbIlIE HA Tepanuu PYKCOJIUTUHUOOM U
coxpansieTcs1 y 81% mareHToB poTuB 6 1% GONBHBIX, TIOTyJaro-
LIMX JIYYILYIO IOCTYITHYIO TEpanuio. A JiedeHUe pyKCOITUTUHUOOM
B TeueHue 3 jieT (MenuaHa — 151 Hem) yBeIMUMBAET BEPOSITHOCTh
penykimu prcka cmeptd Ha 52% (HR=0,48) mo cpaBHeHMIO ¢
0OJbHBIMU Ha TEPANTK IPYTUMU JOCTYITHBIMU TIperapaTaMu.

Taxxe B uccinenoBanuu COMFORT-II moarsepxaeHo, 4to
DPYKCOJTMTUHUO 3HAUMMO CHUXAeT aJUIeJbHYl0 HarpysKy
JAK2 V617F myrauueii. B 1enom tepamnusi pyKCOIUTHHUOOM pe-
NyLIMPYET KOJIMYECTBO MYTAHTHOI aJlJIeJIv 10 CPABHEHMUIO C €€ UC-
XOIHBIM YPOBHEM Ha 48-ii Henene eueHus B cpenHeM Ha 27,0%
(muana3oH BapeupyeT oT 24,7 10 8%), Ha 72-ii Henene — Ha 28,0%
(mmamaszon — 25,1-15%). ¥ naiveHToB, TOTyJaBIIuX APYTYIO JTyd-
LIyI0 JIOCTYTIHYIO TEparuio, 3HAYMMOTO CHUXEHMS aJlJIeNbHO
Harpy3ku Mo CpaBHEHUIO C UCXOHBIM €€ YPOBHEM He HaOJioaIu
Kak Ha 48-i1, Tak 1 Ha 72-ii Hemene. Penykims >10% JAK2 V617F
MYTaHTHOI ajuten Ha 48-ii 1 72-ii HeleNsIx Je4eHUsT PYKCOIUTH-
HUOOM Oblna 3adukcupoBaHa y 42 u 40% TalMEHTOB COOTBET-
cTBeHHO. B TO Xe Bpems y 9% GosbHBIX Ha 48-i1 Helesie Tepanuu
JIYYIIMMU JTOCTYITHBIMU TIperapaTamu HaOofaIoch CHUXEHUE
Harpy3KM MYTaHTHOI ajutenbio Gosnee vem Ha 10%, a Ha
72-11 Henese JaHHbII MOKa3aTeNb B yKa3aHHOM IPyIIe MallMeHTOB
He ompenessics. CHinkenne Harpysku JAK2 V617F myraHTHOI
ajuteny Ha >20% Npy Tepanuy pyKCOJTUTUHUOOM B TedeHue 48 Hejt
Haboan0ch y 22% OOJBHBIX, a TIPU JIEYEHUN JUTUTEIbHOCTHIO
72 Hen — y 83% manMeHToB. 3aMEeTHM, YTO TIPU TePATTUK JTYUIITH-
MU JOCTYIIHBIMU TipenapataMu peaykimu >20% JAK2 V617F my-
TAHTHOI aJlIeNIN He 3aMKCUPOBAHO HU B OHOM CJyyae.

OmnpeneneHa 3((PEKTUBHOCT PYKCOMUTUHNMOA B OTHOILIEHUN
yYMeHbIIeHUsT GUOPOTUUECKUX MU3MEHEHUIT KOCTHOTO MO3ra Io
JAHHBIM TUCTOMOPGhOIOrNYECcKOit KapTuHBbI. [TepBUYHbIC pe3yiib-
tatel uccienoBanus COMFORT-II He nanu Bo3MOXHOCTU
TIOAITBEPIUTH BIMSHUE TIperapaTa Ha TMCTOMOPQOIOTUI0 KOCTHO-
IO MO3ra Mpu KpaTKOBPEMEHHOM (48 Hejl) ero MCHob30BaHUM.
JlanpHeitliee MPOIOIXKEHNUE UCCIEIOBAHMUS TIO3BOJIMIIO 3aPETUCT-
pMPOBATh [1Ba CJyyasi TOJHOTO MCUE3HOBEHUs (puOpOoTMUEeCKUX
M3MEHEHUI B KOCTHOM MO3Te TIpM Teparnuu PyKCOJIUTUHUOOM.
V onHoro narnyenTa ¢ noct-UIT M® u 3 cragueit Muenodudposa
B COOTBETCTBUM CO CTAHIAPTHOM KJ1acCU(bUKAIIMOHHON CUCTEMOii
nocye 168 Hem JiedeHUsT PyKCOMMTUHMOOM HabJioaIach penyK-
Mg GUOpPOTHUECKMX M3MEHEeHM 10 () cTerneHu, HopMaIu3alus
KJIETOYHOCTH KOCTHOTO MO3ra M MOP(OIOTUH TIOAABJISIIONIETO KO-
JINYECTBA MErakapuoLuToB. JlaHHbIe U3MEHEHUsI Y O0JILHOTO Obl-
JIM acCOLIMMPOBaHbl CO CHIXKEHUEM aylenbHoi Harpysku JAK2
V617F myrarmeii ¢ 91 1o 11% Ha 156-ii Heziese Tepariu pyKCou-
TUHUOOM. Y apyroro namueHTa ¢ noct- I M® u 3 cranueit mue-
J10(pnOpo3a NCUE3HOBEHME TIOCIEAHET0 OBLIO 3aperMCTPUPOBAHO
Ha 17-M Mecs1ie Tepany PYKCOTUTHHIOOM.

[MonTBepxneHue BAUSIHUS Tepamuyu PYKCOIUTUHMOOM Ha
yJIydlIeHre TMCTOMOP(MOIOTHUECKOM KapTUHBI KOCTHOTO MO3Ta
MOJIy4eHO U B Apyrux ucciaenoBanusx 1/2 ¢aspl. Tak, y 77% 60J1b-
HbIX (n=17), MOJyYaBIIUX B TEUEHUU ABYX JIET PYKCOJIUTUHUO,
HaOmoganoch yaydienue (24%) wnu TOMHAs HOPMaTM3allns
(53%) KapTUHBI KOCTHOTO Mo3ra. B To e Bpemst Tonbko y 35%
nauueHToB (n=20), MoJyYaBIIMX TUIPOKCUMOYEBUHY, 3ahUKCH-
poOBaHa TO3UTUBHASI TMCTOMOPGOIOrMIecKas IMHaMuKa. B rmo-
crenyroiieM 0ojiee KPyImHOM S-JTeTHEM HCCIIeN0BaHIH YTyqlIeHe

M CTabWIM3aIMsl THCTOMOP(OIOTHYECKON KAapTUHBI KOCTHOTO
Mo3ra Habmoganuch y 35 u 42% naiyueHToB Ha Tepaluu PyKCco-
JUTUHUOOM (n=26) COOTBETCTBEHHO. Y GOJBHBIX, TOMYYAIOIINX
JIYYIIIYIO OCTYITHYIO Tepanuio (n=32), yIydlieHue rucToMopdo-
JIOTUUECKO KapTUHBI TPEMaHOOMONTATA ONPEEIISIOCH TOJNBKO B
3% cnydaes, a ee cradbunusaims — B 25% snuzonos. Takxke ObUTO
OMpeleNieHo, UTO JieYeHHe PYKCOTUTUHMOOM acCOIMUPOBAIOCH
€O 3HAYMTEJIbHBIM CHUKEHHEM PHCKa ITPOrpeccuu Mueaohuopo-
3a (OR=0,07). bonee Toro, mMopconaornieckoe MccienoBaHue
46 mauMeHToB Ha 24-MeCSIUHOM Teparnuu pyKCOIUTUHUOOM IMOJI-
TBEPIMIIO, YTO TpenapaT Ha 36% penylupyeT KIeTOYHOCTh KOCT-
HOTO MO3Ta, & TAKXKe Ha OJIHY TPETh — KOJINYECTBO MEraKapuoIy-
ToB'y 70% OOJBHBIX CO CHUXXEHUEM CTaIMU MM UCYE3HOBEHUEM
PETUKYJIMHOBOTO (hrbpo3a. YMEHbIIEHUE KOJTUYECTBA M1a3MaTH-
YeCKHMX KJIETOK, KOTOpBIE SIBISIIOTCS OJHUM W3 WHIMKATOPOB
CTPOMAJILHOTO BOCTIAJICHUSI, B TPYIIe TAIIMEHTOB Ha Teparuu
PYKCOMUTUHMOOM Habmonanoch B 24% ciyyaeB, acCOLMUPOBA-
JIOCh (Ha TpaHUIIEe CTATUCTUYECKOM TOCTOBEPHOCTH) C PEAYKIIME
pa3Mepa cene3eHKM M TIOBBIIIEHWEM YPOBHSI TEMOTJIOOMHA, YTO,
BEPOSITHO, YACTHYHO OOBSCHSET BIMSHUE PYKCOIUTUHMOA Ha
YPOBEHb CEKPELIMK LIUTOKMHOB.

[MoaTBep:kaeHO, YTO MPU MCTIOIb30BAaHUHU YKA3aHHOTO TIpeTa-
parta CHWKaeTcss KOHIEHTpAllMsl MHTepJeKnHa-6 u dbakTopa
HEKpPO3a OMYyXOJIM, YTO aCCOLIMUPYETCS C YMEHbBIIEHUEM TSKECTH
KOHCTUTYIIMOHATbHBIX CHMITTOMOB. B TO ke BpeMs mpuMeHeHue
PYKCOJIMTUHMOA CTIOCOOCTBYET YBEJMUEHUIO YPOBHSI JICITUHA 1
3PUTPOINIOITUHA B KPOBH MAILIMUEHTOB, YTO YMEHbBIIAET BbIPAXEH-
HOCTb KaTabOJMYECKUX TPOIIECCOB U CTUMYJIMPYET 3PUTPOTIOI3
COOTBETCTBEHHO.

CornacHo pesyabTatam ucciegoBanuiit COMFORT wactoTa
BO3HUKHOBEHMSI HETEMATOJIOTNUECKON TOKCHYHOCTH He OTInYa-
JIach B TPYIIE PYKCOMUTUHMOA M TIanebo MW ApYroii Jydireit
JOCTYIHOI Tepanuu. Haubosiee yacThIMU HEreMarolornyecKu-
MU ITOOOYHBIMU 3P deKTaMu (TIPEUMYIIIECTBEHHO | 1 2 CTeTIeHN),
aCCOIMMPOBAHHBIMU C MPUEMOM PYKCONUTHHMOA MPU TIepBUY-
HoM aHanu3e uccienoBanuss COMFORT-I, asnsuinch mosisie-
Hue 3kxuMo30B (18,7%), ronoBokpyxkeHue (14,8%) u ronosHas
6onb (14,8%), a mpu BTOpUYHOM olieHKe (36 Mec Teparmu)
Ha0JI01a10Ch OTCYTCTBUE TOKCMYHOCTH, BCTPEYAEMOCTh KOTOPOIA
nipesbitana 661 10%.

B 10 e Bpems 25% MalMeHTOB, MOTYYaloNX PYKCOTUTUHHIO
B uccienoanun COMFORT-II, B TeueHue 6 Mec Tepariu MMe-
JI1 MHOEKIIMOHHbBIE OCTOKHEHUS. OTMETHM, uTO Y 1,4% GOJIBHBIX
Ha Tepanuy PyKCOIUTHHUOOM OTMEUYaloch BOSHUKHOBEHUE TY-
OepKyJesa.

Hawnbonee pacrpocTpaHeHHBIM FeMaTONIOTMUECKIM ITOOOUHBIM
adexrom nedenus pykconmutruauoom kak B COMFORT-I, Tak n
B COMFORT-II wuccnemnoBaHusix, ObLIO pa3BUTHE aHEMUU U
TpoMOOLIUTONIEHNH. MaKCUMalbHOE CHUKEHUE YPOBHS T€MOTJIO-
O0MHa y ManMeHToB, BKIOUeHHBIX B MccnenoBanusgs COMFORT,
HaOmoganock Ha 12-ii Helene Teparnuu pyKCOJIUTUHUOOM, B I10-
caeayoueM ¢ 24-it Hegeau Je4eHUs MpernapaToM CTaOUIN3nupo-
BaJIoCch Ha ypOBHE, CHIKEHHOM B cpetHeM Ha 10 T/11 0T MCXOIHO-
o MoKazateJsisi. AHeMUsl ¥ TpomOouuToneHus Ha 0-24-ii Henene
JIeYeHUsT PYKCOMUTUHUOOM B pamkax mpotokoija COMFORT-II
BcTpeyanuch y 34,9 u 43,2% naumeHTOB COOTBETCTBEHHO, a Ha
24-48-i1 nwenene — y 12,7 u 22,4% OOJbHBIX COOTBETCTBEHHO.
VY nanueHToB, TOJYYaromMX PYKCOJIUTHHUO, Ha MPOTSKEHUU
168 Hem aHemMs 3aperucTpupoBaHa JMiib B 8,2% ciydyaes, a
TpombormToneHnst — B 2,8%. TpexJeTHsIs1 OlleHKa Pe3yJbTaToB
oboux uccienopannit COMFORT nozBonuia nmpociaeauth TeH-
TEHIINIO K CHUKEHUIO YaCTOTHI He TOJBKO TeMaTOJIOTHIECKIX, HO
M HETeMaToJIOTUYECKMX OCJIOXHEHWN C YBEIUYEHUEM IJTUTENhb-
HOCTH JICYEHUS] PYKCOJTUTUHUOOM.

®dopma Ans OLEHKN CUMMITOMOB MUenonponudepaTMeHbIX Heonnasm — o6uas wkana cumntomos (MPN-SAF TSS)

MHTEHCUBHOCTL CUMNTOMOB

CumnToMmel

4 5 6 7 8 9 10

[MoBbilweHHas yTomnseMocTb

Brictpoe HacbiweHne eaon

Ouckombopr B obnacti
6piowwHoM nonoctn

CHMXeEHHOs KTUBHOCTb

HupyuleHMe KOHLUEHTPALUMU BHUMAHHUS

HouHas notnueocts

3ya

Bonb B KOCTAX

JIuxopagka

CHuxeHue Beca

O61uas Harpy3Kka CMMMTOMAaMM

3HauuTenbHas MHTeHCHBHOCTL cumnToma 27 13 10 (no wkane ot 0 go 10).

TsaxecTb cuMNTOMOB oueHneaetcs no wkane ot O (otcyTcreue cumntoma) ao 10 (Hamxyawee owyweHue).
Huzkas uHTeHeuBHOCT cumnToma <4 13 10 (no wkane ot 0 go 10). YmepeHHas uHTeHcHBHOCTL cumnToMa 24 Ho <6 (no wkane ot 0 go 10).

[MosiBieHMEe acCOMMPOBAHHOM C PYKCOJTUTUHUOOM aHEMUHU 1
TPOMOOLIMTONIEHUMH, KaK TMPaBUIO, HE CTAHOBWJIOCH MOBOJOM
JUISL TIPEKpaIlIeHs Teparuu MpenapaToM U KOppeKTHPOBaIOCh
Ha3HAYeHUEM 3aMECTUTENbHON Tepamnuy, BPEMEHHBIM Tepephi-
BOoM B JieueHnn JAK uHrubutopom uau MomubuKanueit ero no-
3bl. [locnenHss oniuys, B COOTBETCTBUU C PE3yJabTaTaMU MCClie-
noBanun COMFORT-II, ucnonb3oBanach y 41% OGOIbHBIX C
TPOMOOILIMTOTIEHWE, TOIYyJaIOIIUX PYKCOIUTUHUO. B 1erom
TpuMepHO 63% TTAIMEeHTOB HYXIAINCh B PEIYKIIMN 03l WK B
repephiBe B MpHeMe PyKCOIUTUHMOA, U Tuiib 15% GONbHBIX Ha
Tepanuu Jy4JIIdMu MperapaTaMyu BbIOOpa 3To ObUIO TIOKa3aHO B
CBSI3U C Pa3BUTHEM TeMaTOJOTMUYECKO TOKCUYHOCTU. AHEMMUsI
SIBJISLIACH IPUUUHOM MPEeKpaIleHUsT JISUEHUs PyKCOJTUTUHUOOM B
3,6% ciydaeB, a TpoMmOouuTOneHus — Jauiib B 1%. Tloce mpe-
KpalleHus! Tepanuu pyKCOIUTUHUOOM BOCCTAHOBJIEHUE MHTEH-
CUBHOCTM CHUMITOMOB 3a00JIeBaHUS 10 MCXOMHOTO YPOBHS Ha-
0J110/1J10Ch B TeUEHKE OJHOI HEeNu.

Anamu3 pesynbratoB uccienoBanuii COMFORT cBunerenns-
CTBYET O CYIECTBEHHOM ITPEUMYILECTBE B OTHOLICHUU OOILEi
BbDKMBAEMOCTH, PEAYKIIMU KIMHUYECKUX ¥ THMCTOMOPQOIOrU-
YeCKMX CUMITTOMOB 3200JI€BaHUSI TIPU UCTIONb30BAHUU PYKCOJH-
TUHMOA 110 CPABHEHMIO C IPYTUM JIYYLIMM JTOCTYITHBIM JIEeUCHUEM
WM TIpUEMOM T11a1e60. Takke ObUIO TONYYSHO MOATBEPKICHUE
YMEHbILIEHWE TIPOSIBICHUIA MAaTOTreHETUYECKUX KOMITOHEHTOB 3a-
OosieBaHMsT — TPOBOCTIANUTELHOTO cTaTyca U Harpysku JAK2
V617F MyTaHTHOI1 aJlIeu.

Takum 06pazoM, pyKCOIUTHHUO PEKOMEHIOBAH KaK mpemnapar
repBoit inHUM Tepanuu 060abHBIM [ITM® Tpymmbl BHICOKOTO U
npomexytouHoro pucka 2 no umkaine IPSS wiu DIPSS, wmu
DIPSS-plus, xoTopble He SBISIIOTCS KaHAUAATaAMU UL TIPOBEIe-
Husg AtoTCIK mnm ee oXumaroT, ¢ HaIMIMEM KOHCTUTYLIHO-
HaJIbHBIX CUMITTOMOB OIYXOJIEBOM WHTOKCUKALIMM /MM CUMIT-
TOMAaTUYECKOW CIJICHOMETalnu. YUUTBhIBAS TeMaToJOTMYEcKYIo
TOKCUYHOCTb JIAHHOM OTILIMY TeParuu, MPpU HATMYUK TTPE/IIeCT-
BYIOLIEH JICYEHUIO aHEMUU Y TPOMOOLIMTONIEHUM CTAPTOBAsI 1034
PYKCOJIUTMHMOA COOTBETCTBYET 5 MI, a B ciyyae KOJMYECTBa
TpomboLnTOB MeHee 50 ThIC./MKJI Ha3HauYeHHUE IIperapara He
PEKOMEHIOBAaHO. AHEMUSI, acCOLMMPOBAHHASI C MPUMEHEHUEM
PYKCOJIUTHMHUOA, MOXET ObITh CKOPPEKTUPOBAHA C TOMOIIIBIO MO-
nudUKalMy 03Bl TIpernapara, JOMOJHUTEIbHOTO HazHAYeHUs!
PEKOMOMHAHTHBIX 3PUTPOTIO3TMHOB MJIM aHAOOINYECKUX CTEPOU -
noB. [IpuHK1Mast Bo BHUMaHue TOT (GaKT, 4To MPH JIEYEHUU PYKCO-
JIUTUHUOOM 3a(DMKCUPOBAHbBI Ciyyau peakTUBALIMU JIATEHTHOM
WM aTUTMYHOM MHGBEKIMU, TAaKOii KaK renatut B wim tyoepky-
Jie3, MALMeHTbI TOKHbI CKDUHUPOBATHCS HAa €€ HAIMYUe Tepe/,
HazHaueHueM JAK nHruouropa.

KnvHuyecku mojie3HbIM SIBJISIETCSI MOHUTOPUPOBAHUE UHTEH-
CUBHOCTU CMMIITOMOB TIO 1iKaje oneHku coctosiHus MPN-SAF
TSS, uTo MO3BOJNSIET OOBEKTUBU3NPOBATH OILICHKY CTaTyca Malli-
eHTa BO BpeMsi Tepanui. PelieHue o mpekpaiieHuu JIeYeHUs pyK-
COJIMTUHUOOM 3aBUCUT OT Pa3IMYHBIX (PAKTOPOB, B TIEPBYIO OYE-
pe/ib OT OTBETA HA TEPAIMUIO U JOCTVKEHUS KIMHUYECKUX LIeneii
(coxpallleHUS] CeNe3eHKM M PEAYKIUU KOHCTUTYLIMOHATbHBIX
CUMITTOMOB) ¥ TpOSIBJIEHUI TOKCMYHOCTH. Ha ceromHsiHmii
JIEHb YPOBHU KJIIMHUYECKOTO OTBETA HA JIEUEHUU PYKCOJNUTUHU-
0OOM HEe CTaHIApPTU3MPOBAHBI (CTETNEHb PEIYKIIMU pa3Mepa cefe-
3¢HKW WJIM MHTEHCHBHOCTU CHMIITOMOB), MO3TOMY 3(deKTHB-
HOCTb JICYEHUS OLIEHUBACTCS MHIMBUAYATU3UPOBaHHO. B ciiyyae
HEeaJeKBaTHOTO OTBETA Ha JieUeHUE PYKCOTUTUHUOOM PEKOMEH-
JIyeTCsl YBEJIMUUTD JI03Yy Tperapara 10 MaKCUMaJbHO TIePEHOCH-
MOI1 U TOAIePKUBATh e¢ B TeueHue 24 Hell. bolbHBIM, y KOTOPBIX
He HabJolaeTcsl COKpallieHe pa3Mepa celle3eHKU M yMEHbIle-
HUE CTENEHU TSDKECTH KOHCTUTYLIMOHATBHBIX CUMIITOMOB K 3TO-
MY CPOKY, PEKOMEH/I0OBAaHO Ha3HAYEHUE IPYTUX OMIIUI Teparuu.

B cnydae peskoit oTMEHbBI pyKCOMUTUHMOA Y TIAIIMEHTOB MOXET
HabJTI01aThesl OBICTPOE BO3BpAllleHNE CUMIITOMOB 3a00JIeBaHUSI 10
ucxoHoro ypoHs. [1oaTOMy 0TMEHY M TiepepbiB B IpHEMe Tpe-
rapara clefiyeT jieJiaTb TOCTENeHHO, C MOLIArOBbIM CHIKEHUEM
1036l B TeueHue 7-10 qHeit. Takke 1enecoodpa3HbIM SIBISIETCS UC-
TMOJIb30BaHUE TIPUKPBITUS 3TOTO MEPHOa CUCTEMHBIMU CTEPOU-
MU — TIPEVMYIIECTBEHHO IPEAHM30I0HOM B 103¢ 20-30 MT/CyT.

[MatmeHTsl ¢ pe3UCTEHTHOCTBIO K PYKCOJIMTUHUOY WU C ero
HEMepeHOCUMOCTbIO MOTYT ObITh PACCMOTPEHbI B KaUueCTBE KaH-
JUIATOB VISl BKITIOUEHUSI B KIMHUYECKUE UCCIIEOBAHMUS APYTUX
JAK mHruburopon, komouHaiuii JAK2 nHruOUTOpOB C Apyrumu
npemnaparamMu (JIeHaTUIOMUIOM, MTOMAJTUAOMUIOM, TAHOOUHOC-
taTtoM, naHazonom), Ao TCIK.

CymMupys Bce BbIIIECKa3aHHOE, MOXXHO KOHCTATUPOBATh, YTO
peaynbrathl uccnenoBanuit COMFORT nanu BO3MOXHOCTb yCTa-
HOBUTbH BBICOKYIO 9(h(HEKTUBHOCTD PYKCOMUTUHUOA IS JIEUSHMUsI
TIM®, oct-UIT M® 1 ioct-OT M®, oxapaKkTepu3oBaTh IIpo-
(uiIb ero TOKCMYHOCTH, TIPEAJIOXKUTH CXEMbl HazHaYeHUsl. Pyk-
COJIMTUHUO OTKPBLT HOBBIE MEPCTIEKTUBbI B YBEIUUCHUN BbIXKHU-
BaeMOCTH W YJIYYIIEHUM KAuecTBa XM3HU MALMEHTOB C MUEJNO-
(udposom, a Takke B MOIUDUKALIUN TEYEHUS] HEOTTaCTUUECKO-
TO MUENIONpoandepaTUBHOTO Mpoliecca.

Cnucok nuTepaTypbl HOXOAMUTCS B PEAAKLMM.

]
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