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Yeasricaemvie vumamenu!

III Konrpecc remaronoroB Poccun npoiiner B anpene 2016 1. B ropone Mockse. OpraHuzaTropaMu MepONpHATHA SABISAIOTCS MuHH-
cTepcTBO 3apaBooxpaneHns Poccuiickoit denepanun, ®PI'BY «I'emaronorndecknii HaydHbId HEeHTp» MHHHCTEPCTBA 3[paBOOXPAHEHHS
Poccuiickoii @enepanuu, HarmonansHoe remaronorunueckoe obmectso, PI'BY «DenepanbHblil HAyYHO-KIMHUYECKUH LEHTP NETCKON
TeMaTOoJIOTMH, OHKOJIOTHM ¥ MIMMYHOJIOTHU M. JImutpus PoraueBa» MunncrepcTsa 31paBooxpanenust Poccuiickoit @enepannu, Hammo-
HaJIbHOE 00IIECTBO JETCKUX 'eMaToJI0TrOB M OHKOJIOroB, Poccuiickoe npodeccroHanbHOe 001IeCTBO OHKOI€MaTOI0TOB.

III Konrpecc nocesieH mpodiaemam pa3paOOTKK U BHEJPEHUSI HOBBIX METOJIOB IMATHOCTHKHU H JICUCHUs 3a00JI€BaHNIT CHCTEMBI KPOBU
y B3POCIBIX U JIeTell C 10Ka3aTeIbHOH 0OBEeKTUBHON OLIEHKOH JOJITOCPOYHBIX PE3ylbTaToB d(G(EKTUBHOCTU Tepanuu, 0a3UpyIONIUXCs Ha
JAHHBIX POCCUICKUX M MEXKIyHapOIHBIX KIMHUYECKHX MCCIIEN0BaHUH, (yHIaMEHTAJIbHBIX U IOMCKOBBIX HayYHO-HCCIIEOBATEIbCKUX U
MIPUKJIAIHBIX PaboT.

T'emaromnorus, sIBISACH MHTErPaJIbHON 00JIACTHIO0 BHYTPEHHHX 00JI€3HEH ueoBeka, 110 IpaBy HaXOAUTCs Ha IepeioBOM pyOeske poccuii-
CKO MEIMIIMHCKOH HayKH, OCHOBHBIM KOHILIETITYaJIbHBIM PEIIEHHEM KOTOPOH, ABIIAETCS 000CHOBaHHE BEIOOPA U CTAHOBJICHUE HAYKOEMKHX
TEXHOJIOTUH MPOrPaMMHON HOATAIHON Tepanuy, BHEAPEHHUE B MPAKTHKY KIMHHIUCTA JOCTOBEPHBIX PE3yNbTaToB (DyHIAMEHTAIbHBIX U
MIPUKJIAIHBIX, TOMYJIAMOHHBIX U KIMHUKO-3MNAEMUOIOTHYECKIX UCCIEN0BaHUM, TTO3BOJIIONINX MTOBBICUTH Ka4eCTBO, Y(PEKTUBHOCTD U
JOCTYIHOCTb CIELMAIN3UPOBAHHOM, B TOM YHCIIE BEICOKOTEXHOJIOTMYECKOH MEUIIMHCKON TOMOIIN OOJIBHBIM (B3POCIBIM U AETAM) 3200-
JIeBaHUSIMU CUCTEMBI KPOBH.

IIpoBeneHne JaHHOTO HAYYHO-NPAKTUYECKOTO MEPONPUSATHS BEChbMa 3HAUMMO U JUIA CIELHMAINCTOB KIMHUYECKOro Mpoduis — aeT-
CKHX M B3pOCIIBIX IT'€MaTOJIOTOB 1 OHKOI€MaTOJIOT0B, 1 I BEYIIUX POCCUHCKUX U 3apyOeKHBIX YUEHBIX — MUPOBBIX JINJIEPOB B 001aCTH
(yHIaMEeHTaJIbHBIX MCCIIEIOBAaHUH (DM3MONIOTHY U NATOJIOTHH KPOBETBOPEHHS, TATOMOP(OIOrUH, MOJIEKYJIIPHOIl OMOIOTHN U TEHETHKH,
MHKpoOnonoruu u Bupyconoruu. B pamkax nposenenus II1 Konrpecca 3amnanupoBaHsl 00pa3oBaTebHbIC JEKIUH, INICHAPHbIE U CEKIIMOH-
HBIC 3aCe/laHusl, CIeMalIbHas IOCTEepHAs CEKLHUsL. ByyT OTKPBITBI AMCKYCCHOHHBIE IUIOMIAAKK AJISL IPSAMOTO IMyOIMYHOTO NPEACTaBICHHs
JAHHBIX 1 0OMeHa HoBelel napopmanueii Bcex yuactHuko u rocreii I1I Konrpecca.

B pa6ore III Konrpecca npumyt y4actue 3apyoexHsie yuensie u3 ['epmanun, CIIA, Utanun @panunn, Mcnanun.

[IInpoTy TeMaTHUECKOro OXBaTa TIIATEIbHO pa3padoTaHHON mporpammsl 111 Konrpecca Hanbomnee moiHO oTpaskaeT IepeueHb BOIpPO-
COB, IUITAHUPYEMBIX K PACCMOTPEHHIO:

» CoBpeMeHHas TMarHOCTHKA, MOHUTOPUHT M IU(pdepeHInalbHOE JeUeHNEe OCTPhIX M XPOHUYECKUX JICHKO30B y B3pPOCIBIX U JETEH,

OCHOBAHHbIE HA JIAHHBIX NIPOCTIEKTUBHAIX KIMHUYECKUX UCCIECIOBAHUN U U3y4aeMbIX MOJIEKYJISIPHO-TEHETHIECKUX, KJIETOYHBIX U MOP-

(onoruyeckux MeXaHU3MOB JIeHKeMOreHe3a;

* IIpakTudeckas peanu3alys KOHLIENIMN oOecriedeHus TpaHC)y3HOHHOI 6€3011aCHOCTH TeMaToIOTHYeCKUX OOIbHBIX;

» (dyH1aMeHTaJIbHbIE HCCIIEI0BAHNS 1 HAYYHO-TIPAKTHYECKast 3HAYMMOCTD (IPUKIIaAHOE 3HAUCHNE) H3YUSHUS HOBBIX METOI0B Npoduiiak-
TUKHM MIMMYHOJIOTHUECKHX ¥ HH()EKIIMOHHBIX OCIOXKHEHUH NPH TPAHCIIIAHTAILIMN TEMOIIOATHYECKUX CTBOJIOBBIX KPOBETBOPHBIX KIIETOK
KOCTHOTO MO3Ta U NepuQepruiecKoil KpoBH y B3pOCIbIX U feTei. HaunoHaabHbII peructp J0HOPOB KOCTHOTO MO3Ta, IPOOIeMbl U Iep-
crieKTUBBI. [TOMCK HOBBIX MOJIEKYJISIPHBIX MHUIIEHEH» C LEIbIO CO3/1aHNs HOBBIX JIEKAPCTBEHHBIX CPE/ICTB HAIIPABICHHOTO JEHCTBUS;

» CospemenHas quddepenimanpHas naToreHeTHueckas IHarHocTika JTuMQonpoaudepaTuBHbIX U MUEIONPOIN(epaTHBHBIX 3a001eBa-
HU CHCTEMBbI KPOBH C yYETOM HOBBIX KPUTEPHUEB MOJICKYJISIPHON TUarHOCTUKHU OITyXOJIeil TeMON0o3ITHYECKOH 1 IMM(OUIHOH TKaHel 1o
knaccugpukanun BO3 B penakim 2016 T;

» CoBpeMeHHas TaKTHKa JIedeHHs1 OOJIbHBIX MAapoOKCH3MabHOI HOuHOW remornoounypueii (ITHI), Benenus GepeMeHHOCTH y OONIBHBIX
ITHT" 1 anropuT™sl MpUMEHEHHsS MHTHOMTOPOB aKTHBAIMM CHCTEMbl KoMIuinMeHTa y OonbHbIX ITHIT B pamkax paccmarpuBaeMbIX
HanmoHanbHBIX KIMHNYECKUX PEKOMEH 1Al

* OcoOeHHOCTH TeUeHHs, ANATHOCTUKH U JICUCHUS Pa3InuHbIX (opM aruiasuii KocTHOTO Mo3ra (amactudeckoit anemuu ¢ ITHI -knonoMm,
THIOIUIACTHYECKUX BAPUAHTOB MUEIOIMUCIIIACTHYECKUX CHHAPOMOB, BPOXKAECHHBIX CHHIPOMOB KOCTHO-MO3IOBOH HEI0OCTATOUHOCTH) Y
B3pOCIBIX U JIETEH;

» CoBpeMeHHasl IMarHOCTHKA U JICUCHNEe MHOKECTBEHHON MMEJIOMBI, OCHOBaHHBIE Ha MOJEKYJIPHO-OHOJOTHUECKUX HCCICOBAHUAX U
BU3YaJIM3aLMOHHBIX TEXHOJOTHSX, HHTEHCUBHBIX BBICOKOIO3HBIX NPOrpaMMax C MCIOIb30BAHNEM HOBEHILIHX JICKAPCTBEHHBIX Ipera-
pATOB M TPAHCIUIAHTAIIMU KOCTHOTO MO3ra. Poslb M MECTO TPAHCIIIIAHTAIIMHU ay TOJIOTMYHOTO KOCTHOTO MO3I'a B JICHEHUU MHOXKECTBEHHOU
MHEIOMBI 1 TUM(OM;

» HoBble TEXHOJIOTUM JIUATHOCTHKU W JICUEHHS HApYIICHUI CBEPTHIBAIOILEH CUCTEMbI KPOBU. AJTOPUTMBI IEPCOHUPUIIMPOBAHHON Te-
panuu nanueHToB remModuinei, GonesHplo BumneOpanaa, runeproaryIaMOHHBIMU PACCTPOICTBAMHE HAa OCHOBE NPUMEHECHUS MHTE-
TpajibHBIX T'€MOCTA3UOJIOTMYECKUX TecToB. CTaHIapTu3anus KOHTPOJS KauyecTBa I'eMOCTATHYECKOW M aHTHKOATYNISHTHOH Teparuu
HACJIEACTBEHHBIX U NMPUOOpeTeHHbIX koarynonaruidl. CoBpeMeHHas oleHka (GHOPUHOIMTHYECKUX PEaKIui Ipu OepeMEHHOCTH C lie-
JIBbIO TIPEAYTIPEKCHHS OBBIIIEHHOTO TPOMO0OOPAa30BaHUs M CHIJKEHUsI PUCKA HEeBbIHAIINBaeMOCTH. COBPEMEHHBIE aCIIEKThI TePaIin
TPoMOO030B y JeTeid;

» Hosble TepaneBTuuecKye MOAX0/bl JCUEHHs arPECCUBHBIX U MHIOIEHTHBIX JIUM(OM, APYTUX JTMMGPOIPONU(epaTuBHbIX 3a00/IeBaHNH,
B TOM YHCJI€ Y AIIUCHTOB C FepUaTPUUIECKUMHU CHHIPOMaMH 1 KOMOPOUTHOCTBIO;

* Mopdonoruyeckas 1 MOJEKYISIPHO-T€HETHYeCKas JUarHocTrka Ph-HeraTuBHbBIX MuenonpoiaudepaTHBHbIX 3a001€BaHUNi C BBIOOPOM
OITUMAJIbHBIX MPAKTHYECKUX PEIICHUH COBPEMEHHOI Tepanyu ¢ y4eTOM HaKOIIEHHBIX JaHHBIX KIMHUYECKUX UCCIICA0BaHUI;

* Anroputmsl auddepeHnnanbHON AMarHOCTHKH, OLIEHKN (DYHKIIMOHAIBHBIX 0COOCHHOCTEH TPOMOOIIUTOB IPH UIMMYHHOM TPOMOOIUTO-
TICHUH B3POCIIBIX U JieTel, 3 (eKTUBHOCTH U 6€3011aCHOCTH TPUMEHEHHS aTOHUCTOB PELeNTOPa TPOMOOIIOITHHA B TEPAITUK IEPBUYHON
HUMMYHHOH TpOMOOIIUTOIIEHHY;

» CoBpeMeHHasi MUKPOOUOIJIOTHS M Tepanus HH(PEKIIMOHHBIX OCIIOKHEHUH Y B3POCIIBIX U JIeTel ¢ HapyLIeHHAMH HIMMYHHUTETA,;

* HoBsle moaxos! K JUarHOCTHKE Op(aHHBIX MeTabonniecknx 3aboneBanuii (6one3ns [omre, 6ome3ns @abpn), HACTEACTBEHHBIX U MTPH-
0OpEeTEeHHBIX ayTOMMMYHHBIX T€MOJIUTHYECKUX aHEMUI U COBPEMEHHbIE BO3MOXKHOCTH UX TEpaIuH;

* lomynannoOHHbIE U SNUAEMHOIOTHUECKHE UCCIIEIOBAHUS B TeMATOIOTUH. PericTpsl (HallMOHAIbHbIE, PETHOHAIbHBIE, MYJIBTH- 1 MOHO-
HO30JI0THYECKHE) KaK 0a30Bble HHCTPYMEHTbI KIMHHUKO-3IHIEMHUOIOINYECKUX HCcaenoBaHuN. [IpUHIIUIIBI B METOABI MPAKTUYECKON
opraHuzanuy cOopa MUIEMHOIOINYECKUX JaHHbIX. [Ipodnembl nueHTH(UKAMKY 1 MOHUTOPHHTA LIEJICBBIX MOIYIIALNII;

» KoHnconmuumanus 1 MHTErpanust pOCCUHCKUX NPOQHIBHBIX MPO(PECCHOHAIBHBIX COOOLIECTB ¢ MEXKyHAPOIHBIMU I'€MaTOIOTHUECKUMU
accormarmsiMu (EBporeiickoe obmiectBo remaronoros (EHA).

Cronp obmupHas nosectka pabotsl 111 Konrpecca HeCOMHEHHO MOzpa3yMeBaeT y4acTHE CHELHAINCTOB, CMEXKHBIX C TeMaTOJIOTHi
KIMHUYECKNX JUCLHUIUINH — PEaHUMATOJIOTOB, TPAHC(Y3HOIOTOB, XUPYProB, HE(POIOTrOB, OPTONEIOB, AKyIIEPOB-THHEKOJIOTOB, @ TAKKE
6MOCTAaTHCTUKOB U MaTeMaTHKOB. MyJbTH- 1 MEXANCIUILIMHAPHbIE HAIIPABICHUS B FeéMATOJIOT UK Beera Obuth 0a30B0Oi OCHOBOH HpoBeie-
HUS I0Ka3aTeJIbHBIX HAYYHO-KIMHUYECKHUX UCCIIEI0BaHUI, OHU BBICOKO IIPHOPUTETHBI B HACTOAILIEE BPEMs H CIIY’KaT 3aJI0T'OM OTKPBITOCTH
u roctoBepHocTH pescrasisemoil Ha I Konrpecce Hay4qHO-KIMHNYECKOH HHpOpMAIHN.

Bcero moctymmno 6omee 400 tesnco, ABropsl 6oee 100 pabot ObUTH MpHUIITAIEHB! ST pa3MeIIeHHs CBOUX PadOT Ha ITOCTEPHOM
SKCIIO3UIIHH.
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Tuxomupoe /{.C., Bunoxyposa E.A., Henamoea E.H., Pomanosa TIO.,
Apocnasyesa H.I, Tynonesa T.A. MapKepbl aKTHBHBIX repriecBH-
PYCHBIX MH(eKUMii y 00/IBHBIX ¢ pa3HbIMH ()OPMaMH OHKOreMa-
TOJIOTHYeCKHX 3200/1eBaAHMI

Typcynosa H.A., Ucmamosa I H., Choudhary D. IIpodjeMbl AMATHOCTH-
KH MHeJOJHCIIACTHYEeCKOr0 CHHAPOMA (ONucaHHe KIHHHYeCKO-
To cJIy4ast)

Typcynosa H.A., Illaovibexosa O.b., Ucmamosa I'H. TIpuodpereHHbie
KOAry/J10NaTHH

Twopuna H.I, Bepuiok M.A., Yepsonyesa A.M. Tepanus nepBUYHBIX
HEeXOUKKHHCKHX JIUM(OM NHILeBAPUTEILHOI0 TPAKTA

Vpakosa M.A. U3MeHeHne KOAryJIsiHMOHHON AKTUBHOCTH JIETKHX NPH
YepenHo-M03roBoii TpaBMe

Deoomuesa H.U., Jlumeunosa E.I, ®aodees P.C., Ocunos A.A.,
benobopooosa H.B. TlpuMeHeHe HUTPOCHHETO TeTPAa30JIusl 1JIsl
OLleHKH AKTHBHOCTH MHTOXOHAPHAJILHBIX ()ePMEHTOB B CyCHeH-
3MH JIeH KO UTOB

Qeosinuna O.C., 3axupoea A.O., Kanpawos H.M., Aozaposa II.A.,
Xeacmynosa A.H., Amayinaxanoe ®.U., Kysneyosa C.A. UMmyHo-
HUTOXHMHYECKOe OKpallMBaHue JUMQOIMTOB YeJoBeKa, JIOKa-
JIN30BAHHBIX HA OHOYMIIe, HA BHYTPHKJIETOUHbIe Tu(depeHIn-
POBOYHBbIE AHTHTEHBI
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Qupcosa M.B., Menoeneesa JIII., Kocmuna H.D., Ilokposckas O.C.,
Vpuosa E.C., Conosves M.B., Hapeiiko M.B., Kysvmuna JIA.,
Casuenko B.I' Oco0eHHOCTH Te4eHHsI MHOKeCTBEHHOH MHEJIOMBI,
OCJIOKHEHHOH HAJUYHeM MATKOTKAHHBIX IJ1a3MOIMTOM

®omunbix M.C., IllyBae B.A., MapteiakeBuy U1.C., 3otoBa U.U.,
Ab6aynkagsipoB K.M. AsbTepHHpYIOLIasi cXxeMa Tepanmuy XpPOHH-
Y4ecKoro MHueJioJieliko3a

Xaiipemournos P.K, /lageiokun H.JI., Cmenanosa T. IO., [anunosa O.E.,
Azagponosa O.B., Cnupun A.B., Bexosa E.B., Kpusosa C.II,
Konviwenko A.M. Tpombouutonennn y BUY-uHpuuupoBaHHbIX
00/1bHBIX HAa (poHe BAAPT

XeacmynosaA.H., Anv-Paou JIL.C., @eodsnuna O.C., Ilvipkosa E.IO.,
Jlyeosckas C.A., [cynaxan V.JI., Amayunaxanos @.H., Kysneyosa C.A.
JuddepennnaibHasi JMATHOCTHKA BOJOCATOKJIETOYHOIO JICH KO-
32 MPH MOMOIIH KJIeTOYHOTro fHovynmna

Yepeonyesa A.M., Bepuwox M.A., Tiopuna H.I, Ilasnoéa O.A. Ouwrt
NPUMEHEHHs] BBICOKOJAO03HOWH XHMHMOTEPANMH € MOCJIeayIome
TpaHCIUIAHTAIMEH CTBOJIOBBIX KJIETOK KPOBH Y GOJIBHBIX AH-
(dy3Hoii B-xkpynHok/eTouHoi Jumdomoii U3 rpynnsl Hedsaro-
NPUSTHOIO NPOTHO32

Yepneny I1. IlepBblii ONBIT JIedeHUs] XPOHHYECKOIT MHETOUTHOM JTeii-
KeMHH J’KeHePUKOBLIMH MaTHHIO0B B C/10BeHMHN

Yeprnosa H.I', Bunoepaoosa IO.E., Mapvuna C.A., [eupneix B.H.,
Cuooposa I0.B., Cunuyvina M.H., 36onxosé E.E. 3HaueHUe HMMY-
HOXMMHMYECKOI0 MCCJIe0BAHUSI NPH AHTHOMMMYHOOJIACTHOM
T-kierouHoii 1umpome

Yepnosa H.I, Bunocpaoosa IO.E., Cuodoposa FO.B., Cunuyvina M.H.,
Jeupnvik B.H., Kpasuenko C.K., Kosepueuna A.M., 3sonxosé E.E.
YeneumHblii ONbIT JIe4eHUs] AHTHOMMMYHO001acTHO# T-KJ1eTOYH O
JAUMPOMBI

Yepuvix FO.B., Ilywanoe C.C., Peibarkuna E.FO., Buvicoykas JIJI.,
3axapos C.I., Benoycos K.A., Tonenxkos A.K. Xapakrepucuka
TPAHCKPHUIITOB reHOB, 0TBETCTBEHHBIX 32 PAa3BUTHE MHOKECTBEH-
HOIi JIeKapCTBEHHOH YCTOIYMBOCTH, Y NAIIMEHTOB C MHOKEeCTBEH-
HOIi MHEeJIOMOJi /10 Ha4YaJIa IPOTHBOOINYX0/1eBOM Tepanuu

Yykcuna FO.JO., benoycos K.A., Ilesenes C.B., Azoosckuii B.B.,
Tonenxkos A.K. CpaBHUTebHbIH aHAJU3 MMMYHO(eHOTHIIHYe-
CKOro npoduis NIa3MaTH4ecKUX KJIeTOK KOCTHOIO MO3ra H up-
KYJTHPYIOIIMX OMyX0JeBBIX KJIETOK MepH(pepHuecKoil KPOBH Y
00/IbHBIX MHOKECTBEHHOI MHEJIOMOIi

Yymakosa C.I1., Ypaszosa O.H., Hosuykuu B.B., [Llunyiux B.M. [lucpery-
JISIASI S)PATPOM0332a KAK MPHYMHA BHYTPHCOCYINCTOTO TeMOJIN3a
NPHU HCKYCCTBEHHOM KPOBOOOpAaIleHHH

Ulamuna M.C., [asviokun U.JI., Kypmos U.B. OnbIT NPpUMEHEHUsI PH-
TyKCHMAa0a NMpU Pe3MCTEHTHOM TeYeHUU WIHOMATHYECKHIT TPOM-
OouuToneHuyeckoii mypmype B Camapckoii odiacTu

Llaxun M., Hsanosa M.O., Moucees U.C., bonoapuyxk C.B., Diicmonm FO.A.,
Yyxnoeun A.5. YpoBeHb CHIBOPOTOYHOro (eppHTHHA KaK MPoO-
THOCTUYECKMIT MapKep PaHHUX OCJIOKHEHWil TPaHCIIAHTALUH
reMONOITHYECKHX KIIETOK

lsapybypo I1.M. Ikcnpecc-HHANKATOP BBICOKO-YCTOHYNBBIX OMYX0-
JIeBBIX KJIETOK

Ulux6abaesa /.U., Ilysaes B.A., Kanycmun C.H., Tonosuenxko P.A.,
Yoanvesa B.FO., 3omosa U.HU., @omunvix M.C., Ilonywkuna JLb.,
Mapmeinkesuu U.C., Beccmenvyes C.C., Aboynxadwvipos K.M. Tene-
THYECKHe 0COOEHHOCTH CHCTEMbI FeMOCTa3a H UX BJIMSIHHE HA Ya-
CTOTY Pa3BUTHS TPOMO030B Y 60JIbHBIX HCTHHHOM MOJIMIMTEMHell

Ulmynxk HU.B., Topenosa AK. Kuceresa M.O. Mapkosa FO.4.,
Anopuescrkux C.H., ITosuna M.I", Yemwsnyesa B.B., bomeurosckuii B.D.,
Kopobxun A.B. Pannuii MOJIeKyIsIPHBIi 0TBeT y 60JbHBIX XM,
NPUHUMAIOIIMX TePanui0 UMATHHHOOM

UImwiprosa C.B., Kusacosea I'A., Kapaewnan C.P, Kpaguenko C.K.,
Tpouykas B.B., Kysemuna JI.A., [Januwsan K. /. TlepuanajabHble HH-
(heKIHOHHBIE OCT0KHEHHS Y 60JIBHBIX IeM00J1acTO3aMuU

Llysaes B.A., Ilyxos O.A., @omunvix M.C., Yenviwesa E.IFO.,
Mapmuwinkesuy U.C., Typkuna A.I", A60yaxadwipos K.M. ®apmakod-
KOHOMHMYeCcKoe MOJIe/IMPOBAHHE PAHHEr0 NepeK/JII0YeHUs! Taprer-
HOIi Tepanuy XpOHHYECKOro MUeJ101eliko3a

Hlymos C.A., Januwsan K.U., Kapaeioran C.P. ®akTopbl Hed1aronpu-
SITHOT'O NIPOTHO32 IPH KPOBOTEYEHUHU Y 0OIbHBIX reMopuinei

Llymos C.A., Jlanuwan K., Kapaeionsn C.P. ITHOJOTUS CHOHTAHHBIX
TMOJIOCTHBIX KPOBOTEYEHHil IpH reMopuInu

Llyxos O.A., Typxuna A.I, Yenvuuesa E.FO.Iycaposa I'A., Jlazapesa
O.B., Buikosa A.B., Obyxosa T.H., Cyoapuxos A.B., A6dyniaes A.O.
OtaaseHHble Pe3yIbTAThl TePANTHH HHIHONTOPAMH THPO3HHKH-
Ha3 BTOPOI0 NMOKOJIEHUs! Y §0JILHBIX XPOHUYECKHM MHeJI0/IeHKo-
30M

Opxun A.K., Maxcumos A.I, Jlesuna E.M. HexoTopble 0CO0EHHOCTH
NOCTAHBKM LEHTPAJILHOTO BEHO3HOro Karerepa noja Y3U naBu-
rauuei 00J1bHBIM reMo0J1acT03aMHU

Hopuxunckas B.H., Mynuna HU.U., Cannuxosa A.H., Harewuna A.M.,
Anexcanoposa T.H. Pe3yabTarhbl JiedeHUs! 60JIbHBIX XPOHHYECKUM
MuesoJeiiko3om B Pecniydiuke Caxa (SIkyrus)

Arywesa A.A., llanmenees M.A., Konaoxo B.H. Pa3padoTka KOMIbIO-
TEepPHOIi MoJ1e/ ! /ISl IPOrHO3UPOBAHUS KPOBONOTEPH HA OCHOBE
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TeBOMY KPOBOTeUeHHIO Y MBbIIIeif
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MATEPHAJIBI TOKJIAOB
III KOHT'PECCA TEMATOJIOT'OB POCCHUHA

ApuwaHckas E.I"3, CemouknH C.B.2, MiBaHoBa B.J1.", MTywkunH B.B."23

OnbIT NIPUMEHEHUA SNITPOMBOIATA
B TEPANN XPOHUYECKON UMMYHHOI TPOMBOLIUTOMNEHUN

'TBY3 «fopoackas knuHnyeckasa 6onbHuua nm. C.M. boTkuHar [lenapTameHTa 3apaBooxpaHeHnas MockBbl, I. MocKBa;
2IBOY BIMO «Poccninckmin HaUMOHaNbHbIV NCCNeA0BATENbCKUI MEANLIMHCKII YHBepcnTeT M. H.W. Muporosa,
117997, r. MockBa; *OIBY «®epepanbHblii HAYYHO-KIMHNYECKUIA LLleHTpa AeTCKOM remaTonornm, OHKONOMu 1 UMMy-
Honorum um. Amntpusa PoraueBa» Munsgpasa Poccun, 117997, r. Mocksa, Poccus

Nmmynnas rpomoonuronenust (MTIT) — ayroummyH-
HOE 3a00JIeBaHNe, BCTPEUAIOIIEECs C YaCTOTOU OKOJIO 1
ciydaid Ha 10 000 HaceneHusi. BeposSTHOCTh CIIOHTaH-
HBIX PEMHUCCHH y B3pocibIX HeBennka. Jlo 90% cimyqaen
MpHOOpETAIOT XpOHUYEcKoe TeueHne, a 10% He orBeda-
0T Ha CTaHJApTHOE JieueHHe. DATpoMOomar — MmepBhIi
OpaJIbHBI arOHUCT PELENTOPOB TPOMOOIOITHHA, 3ape-
rucTpupoBaHHblid Jyist neuenust UTTI.

Leas padorsl. OueHUTH 3)(HEKTUBHOCTH 3ATPOMOO-
nara Ha COOCTBEHHO MOITYJIALUY NMAIMEHTOB B YCIOBH-
X pearbHON MPaKTUKH.

MarepuaJjbl 1 MeTOAbl. B peTpocniekTuBHbIN aHa-
nu3 BKIOYeHO 50 B3pOCIBIX OOJNBHBIX XPOHUYECKOH
WTII (35 xeHmuH U 15 My»X4nH), KOTOPBIM B TIEPHOJ
¢ 10.2012 mo 12.2015 Oputa MHUIIMUpPOBAHA TEPATIHS
antpombonarom. [Ipemapar vaznaganu B 1o3e 50 mr p.o.
Jlanee 103y KOppUTHPOBAIN B 3aBUCHMOCTH OT OTBETA.
UYepes 1, 2, 3, 4 u 12 mec oueHUBaIM pe3yapTar o 4a-
crotre remarosorudeckoro orsera (I'O — moBbIIeHHE
qrciaa TpoMOoIuToB > 50 x 10%/71), KOTUYECTBY TeMOp-
paruueckux OCIOKHEHUN. AHAIN3 BBIIOJIHEH IO COCTO-
stHUto Ha 29.01.2016.

Pesyabrarel. Meauana Bo3pacTa JaHHOW TI'PYIIIBI
coctaBuia 57,4 (pa3zopoc 18,2-87,1) roga; meauana ko-
JUYecTBa JIMHUN mpemecTByomei Tepanun — 2 (0—4);
JUTATENTLHOCTh anamue3a — 3,1 (0,6-37,9) roga. CruteH-
sKTOMHIO panee mpoenn y 9 (18%), a medeHne putyk-
cumabom — y 14 (28%) OonmpHBIX. Menuana UCXOAHOTO
KOJIMYECTBA TPOMOOLIUTOB IIE€PE HA3HAYCHUEM IITPOM-

6omara cocraswmia 12 (1-27) x 10°n, B Tom umcie y 36
(72%) xommentpanust O6buta HIke 15 x 10%/m. Yepes
1 mec I'O Op1 mommyuen y 25 (50%) OonpHBIX, @ MeuaHa
KOJIMYeCTBa TpoMOonnTOB mocturia 50 (9-334) x 10%/m;
gepe3 3 mec —y 35 (70%) GOIBHBIX C MEAMAHOW KOJIH-
4yecTBa TpoMOOIIHTOB 84 (9—456) x 10°/11, o cTeueHUN
4112 mec —y 37 (74%) GONBHBIX € YUCIIOM TPOMOOLH-
ToB 95 (18-344) u 107 (22-330) % 10°/11 cOOTBETCTBEH-
Ho. Tekymasi IIMTENBbHOCTh TEPAIUKM SITPOMOOIIAroM
cocramwia 14,8 (1,1-40,1) mec. [IpogomkaroT Tepanmro
43 (86%) 6obHBIX, a 7 (14%) npu cpokax HaOMIOACHNUS
2-3 Mec ObUIM CHATBHI C TEpaluu B CBsI3U C Hedphek-
TUBHOCTBIO. Y 29 (58%) GompHBIX J03a 3ATpombomara
B TIPOIECCe Tepanmuu He m3MeHsach, y 19 (38%) ObI-
Ja ToBbIIIeHa 10 75 Mr/cyT, y 2 (4%) — 1o 150 Mr/cyT.
Ha BeposATHOCTh JOCTHIKEHUSI CTOMKOIO OTBETA B KOH-
TPOJILHOM TOYKE 3 MeC He BIMSIIM 10JI, BO3PACT, paHee
MPOBEZICHHAS Tepanus (PUTYKCHUMAaO, CINICHIKTOMHUS) U
CTapTOBOE CO/Iep)KaHNe TPOMOOIIUTOB MEHee HiTh OoJiee
15 x 10%7 (rect % p > 0,05). Temopparuueckue oc-
JIO)KHEHHS OTMEYEHbI y 12 OOJIBHBIX, TPOMOOTHUYECKUX
ocnokHeHUH He 0bU10. [Ipoduiie TOKCHYHOCTH B LIETIOM
COOTBETCTBYET 3asBICHHBIM B MHCTPYKUMH. Bce Ooib-
HbIE )KUBBI K MOMEHTY HAITUCAHUs TaHHOH paboThI.
3akarouenue. [IpyuMeHeHHEe aroHMCTOB pelenTopa
TPOMOOIIO3THHA MPEJICTABIISIET COOOM HOBBIN MOAXOJ B
nedeHnu xponudeckoi MU TII. Hame uccinenoanue noa-
TBEPIKJaeT BBICOKYIO YaCTOTy OTBETa Ha >ATpomOormar
1 ONAroNPHUSTHBIN MPO(UITH HeXKeNaTeTbHBIX SBICHHH.

Axmep3aeBa 3.X,, [TaposuyHukosa E.H., PycnHos M.A., 3otuHa E.H., laBpunosa J1.B., Npuctyna A.C,,
Bonununa H.A., bopucenkosa E.A. Kynukos C.M.

NMOKA3ATENIN 3ABOJIEBAEMOCTU OCTPbIMU JIENKO3AMU
B OTAEJNIbHbIX PETMUOHAX PO

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

[To maHHBIM 3apyOeKHBIX KaHIICPOPETUCTPOB 3a00-
JIEBaeMOCTh OCTphIMHU Jeitko3amu (OJI) cocTaBiseT oko-
10 5 ciiyuae Ha 100 ToIic. HaceneHus B rod. [1o nanHbIM
Poccwiickoro PakoBoro permcrpa 3a00ieBaeMOCTh CO-
craBuia 2,7 ciydyaeB Ha 100 Thic. HaceIeHUs B TOf, YTO
OTJIIMYAETCS OT PACUCTHBIX MMOKa3aTeseH.

Heas padorbl. Pacyer mokasareneil 3aboneBacMo-
ctu B peruoHax P® nmo nanueM u3 Perucrpa 3abonesa-
HUM CUCTEMBI KPOBHU.

12

MarepuaJisl U MeTOAbI. B HccnenoBanny y4acTBy-
10T 5 peruonoB PO — Psizanckas, Kuposckas, TamOoB-
ckast, Kamyxckas obGmactu n PecnyOnnka Mopnousi.
Hannbie B Peructp BHOCAT ¢ MHPOPMUPOBAHHOTO CO-
I1acusl ManueHTa. JIEeKTPOHHYIO perucTpanuio on line
Bcex cimydaeB OJI mpoBogat ¢ 01.04.13 mo Hacrosiee
Bpems. Bxirouenst 216 6onbHBIX U3 5 obmacreit ¢ 00-
el YUCIeHHOCThIO B3pociioro Hacenenus 4 707 682
YeJI0BEKa.
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Pesyabrarel. Jlemorpaduueckue mokaszaresin ObUIH
cnenyromue: 131 (60,6%) ciayuaes OMJL, 40 (18,5%)
OJUIL; 8 (3,7%) OIUI, 37 (17,1%) ¢ HeycTaHOBICH-
veiM BapuanToM OJI. Meamana Bo3pacta mpu OMJI
59 (17-85) net, mpu OJIJI — 38 (16-80) set, mpu OTLJI —
55 (38-79) mner. CooTHOIIEHHE KECHIIHH/MYKIHH
(121/95). CrannapTr3oBaHHBIN TOKa3arenb 3a00ieBae-
MOCTH OBLIT paccyuTaH 1o AByM pernoHaM (Kuposckas
obmacte u Pecriybnuka MopnoBusi), coctaBui 2,19 Ha
100 TBIC. HACENEHHUS B TOI.

3akarouenne. Ha wmoment pgmarnoctuxku OJI
OoonbHble B P® Heckonbko Monoxke OoibHBIX OJI
u3 esporeiickux peructpoB (OMJI 58 mer mpoTus
71 roma, OJIJI 38 ner mpotuB 54 ner). [Ipobnemoit
ocraercs 3HauutenpHas nonst (17,1%) HeycTaHOB-

nenublx BapuanTtoB OJI. Ucxommas HecTaHmapTH-
3oBaHHas 3aboieBaemocth OJI mo ABymM pernonam
coctaBmia 2,46 na 100 TeIC. HacemeHU, a CTaHAAP-
THU30BaHHBIA MOKa3aTeab 3a00J€BaACMOCTH COCTABMII
2,19 na 100 ThIC. HaceneHus B rof. [1o nonyyeHHOMY
CTaHJAPTU30BAHHOMY IOKa3aTeNio 3a00JeBaeMOCTH
(2,2), MBI MOXEM COOOIIUTH, YTO PETHUCTPUpYyeMast
3aboneBaemocth OJI ocraercss JOBOJIBHO HU3KOIA.
DT0 OAM3KO K IMOKas3aTreasM 3a00JeBAaeMOCTH I10
nanHeiM Poccutickoro PakoBoro peructpa (2,7), HO
3HAYUTENBHO HMXKE IoKasarened EBponeickux u
AmepukaHCKUX peructpoB. JlaHHOE pacxoxIeHue
MOXHO OOBSICHUTH CYIIIECTBEHHO CHUKCHHOW aKTHB-
HOCTBIO PETUCTPAIlMA W TEPBUYHON IUATHOCTHUKHU
OJI B cTapmux BO3paCTHBIX TPYIITIaX.

bbikoBa H.A., Manbko [.b., BoosuH A.C., QunbkuH C.10., Ebumos A.

BKJIAA MUHOPHbIX AHTUTEHOB TMCTOCOBMECTMMOCTHU
B ®OPMUPOBAHUE PTMNX U PTNO NOCJIE TPAHCIMJIAHTALIUN AJITOTEHHbIX
FEMOMO3TUYECKUX CTBOJIOBbIX KJIETOK

OIBY «femaToNoOrMyecknin HayuHblI LeHTp» MuHsgpasa Poccun, 125167, r. MockBa, Poccua

[Ipyn TpaHcmmaHTaMM aJIOTEHHONW TI'€MONOITHYe-
CKUX CTBOJIOBBIX KJeTOK (ayno-TI'CK) coBmecTuMOCTb
JIoHOpa u OosbHOTO 10 reHaM HLA He uckirodyaer pas-
BUTHUS aJUIOPEAKTUBHOCTH; MMMYHHBIH OTBET MOXET
BO3HUKAaTh HA MMHOPHBIE AaHTUTEHBI THCTOCOBMECTHMO-
ctu (MATD) — nonumopdHbIe NMENTUIBI, MpecTaBse-
mbie MHC. MAI o6pa3ytoTcst B pe3ynbrare HeCHHOHH-
MHYHBIX OJHOHYKICOTHIHBIX mojumopdu3mon (OHIT)
B KOIUPYIOLIMX PEerHoHax reHoma. Mx pacnos3HaBaHue
MOXET NPHUBOANUTH KaK K Pa3sBUTHUIO PEAKLUUI «TpaHC-
rtanTar npotus onyxonu» (PTIIO) wm «rpancranTar
nporuB xo3stuHay (PIITX). Mudopmanuio o uMmyHO-
TE€HHOCTH MMHOPHBIX aHTHTE€HOB MOYKHO HCIOJIBb30BATh
Juist mporHosa crenenu passutus PTIIX u pemenus o
HEOOXOIMMOCTH UMMYHOCYIIPECCUBHON TEepaIuH.

Leab padorbl. 111 OlICHKM BKJIaJa OTIEIBHBIX
antureHoB B passutue PTIIX u PTIIO HeobOxomuma
JKCIIepUMEHTaTbHAS MIaTgopma 1o MpecKa3aHuio u
Bepu(uKanuu uXx *MMyHOTeHHOCTH. [log00HbIN MOA-
XOJl TOJDKEH coueTarh B cebe MEeTonbl OnomHpopMa-
TUYECKOT0 aHaJIM3a TeHEeTUYECKUX IMOIMMOPPU3MOB
U ex Vivo JNETeKUHH PEaKTUBHBIX JUMQPOUHUTAPHBIX
KJIOHOB.

Marepuaysl U Metoabl. bruta paspaborana mpo-
rpamMmHasi 000JIOYKa, MO3BOJISIONIAS TPEACKa3bIBaTh
¢dopmupoBaHue MOTMMOPQHBIX TMENTHIOB Ha OCHOBE
TFeHOMHBIX JJAaHHBIX JIOHOPA U peuunueHTa. /s oneHku
MOTEHIMAIbHOW UIMMYHOTE€HHOCTH NENTHI0B B HEH Hc-
MOJIB3yeTCsl KOMOWHAINS TPEeX Pa3INYHBIX aJTOPUTMOB

MpeacKa3aHusl UX cBs3bIBaHUA ¢ KoMiuiekcom MHC.
Takke ObUIM TONYYEHBI aHTHI'CH-CIIEHUPUUYHBIE (IIIO-
OpECLIEHTHBIE 30H[bI, TpeacTaBistomme coboir MHC-
MYJIBTUMEPBI, HECYIIINE TeNTH bl MUHOPHBIX aHTUTEHOB
W Me4YeHHBbIE (IIIOOPOXPOMAMHU, C TTOMOIIBI0 KOTOPBIX
MOYKHO TMPOaHAIM3UPOBATh HMMYHOT€HHOCTb KOHKPET-
HBIX aHTUTEHOB.

Pe3ynbrarhl u 00cy:kaeHue. /|11 oMuCcaHHBIX paHee
MHUHOPHBIX aHTUI'€HOB, IIPE3CHTUPYEMBbIX Hanbosee Ja-
cteiMu artensiMa HLA, ObIT IpoBeieH pacdeTr BeposT-
HOCTH 00pa30BaHUsl UMMYHOT'€HHBIX KOMOMHALIUH aJie-
Jieii ToHOpa U perunuenTa. JJoHOpbI ¥ pelMITMEeHTHI Obl-
JIY TeHOTUNHpoBaHbI 1o faHHeIM OHII. [l n3BecTHBIX
MAT Obln mpoBeneH pacyeT 4acTOThl BCTPEYAEMOCTH
MMMYHOTEHHBIX KOMOWHAIIMK Ha OCHOBE JaHHBIX O pac-
npoctpanenHoctT OHII, a Taxke cooTBeTcTByIOMIIEH
HLA-amnenu. C moMoIsio pa3padoTaHHOTO aJrOpuTMa
OB IPOAHATM3NPOBAHBI TEHETHUECKNE TaHHBIE U3 0a3
JTAaHHBIX. BBITM ToydeHs! (II0OpecIieHTHBIE 30HIBI,
cneun(uuHO cBA3bIBaroLMecs ¢ T-KiIeTkaMu, peakTHB-
HBIMH Ha KOHKPETHbIE€ MHUHOPHbIE AaHTUI'€HbI THCTOCOB-
MECTHMOCTH.

3axurrouenne. bei pazpaboTaH KOMIUIEKCHBIM MOA-
XOIl Al IpeAcKa3aHusl MU W3yYeHUs UMMYHOTE€HHOCTH
reHoMHBIX nonuMop¢usmoB npu amno-TI'CK. B nanb-
HeHIlleM MJIaHUpYeTCs HCIOJb30BATh STOT METOA s
YCTaHOBJIEHUSI BKJIa/Ja OTAEIbHBIX MHUHOPHBIX aHTHUTIe-
HOB TUCTOCOBMECTUMOCTH B (QOPMHUPOBAHUE AIIIOPEaK-
tuBHOCTH 1tociie amno-TT'CK.
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NMAPOKCU3MAJIbHAA HOYHAA TEMOINMOBUHYPUA U BEPEMEHHOCTb

'OIbY «HayuHbIl LIeHTp aKyLlepCTBa, TMHEKONorn 1 nepuHaTonorim nm. akag. B./.Kynakosa» Munsgpasa Poccun,
117997, r. MockBa, Poccus; 2OI'BY «femaTtonornyecknin HayuHblii LieHTp» Munagpasa Poccun, 125167, 1. Mockea, Poccus

Bepemennocts y 60onpHbIx [THIT monroe Bpems Obuia ac-
COLIMMPOBAHA C BBICOKUM PHCKOM >KM3HEYTPOXKAIOIIUX OC-
JIOKHEHUH Kak JUIs MaTepu, Tak M Juid Iuiofga. B Hacrosiee
BpeMsi, B CBSI3M C MOSIBIICHHEM TapreTHOH Tepariu, MPOrHO3
JUISl MAaTEPUHCTBA MIPH MTAPOKCU3MaIbHOW HOYHOM TeMOTIIO0H-
nypun (ITHI') n3mensiercs: 00beM MEXIyHAPOIHBIX JTAHHBIX
0 OnaronpusATHBIX UCXOJax OEPEeMEHHOCTH TPH PUMEHEHUH
9KYIN3yMada 3a IMOCIIeTHUE TO/bl 3aMETHO YBEITUUNBACTCSL.

Marepuanabl 1 Metoabl. C 1999 no 2015 1. npoananusu-
poBansI ucxonsl 17 6epemennocreit y 8 6ompabIX [THI. borb-
mMHHCTBO OepemenHocTel — 14 (82,4%) ObuTH He3aruIaHUPO-
BaHHBIMH. MenraHa Bo3pacta Ha MOMEHT 3adarus 25 (21-34)
neT. Y Bcex OONbHBIX B 71e010Te ObLTa TMarHoCTUPOBaHa arJia-
ctuueckas anemus (AA), Mo IOBOAY KOTOPOH MPOBOANIH UM-
MYHOCYIIPECCUBHYIO Tepanuio. Pe3dynerarel Tepamun AA Ha
MOMEHT HACTYIUICHHsI OEPEMEHHOCTH OTIIMYAJINCH: TOJHAs
pemuccust jocturayta 'y 6 (35,3%) OonbHBIX, YaCTHYHAS pe-
muccus — y 8 (47,1%), orcyrcrBue 3dpdekra —y 3 (17,6%).
Tepanmto TTHI" Bo Bpemst 6epemennoctn y 3 (17,6%) xen-
mwH ¢ 2013 T. IPOBOIMIIN SKYITH3yMaOOM, y OONBITHHCTBA —
14 (82,3%) G0NBbHBIX IPOBOJMIIH TOJIBKO CUMIITOMATHIECKYTO
TEeparHIo.

Pesyabrarsl. [lporpeccuto amnazuum KpOBETBOPEHHUS Y
OepeMeHHBIX perucTpupoBain peaxo (23,5%) u ona Oputa
HeTspKenoi. TpaHcdys3uu 3pUTPOIIUTOB W/MIN TPOMOOIIUTOB
norpedoBanuck 35,3% GonbHBIX. MaTepUHCKON CMEPTHOCTH
U TPOMOOIMOOIMUECKUX OCIOKHEHUH, aCCOLIMUPOBAHHBIX C

O6epeMeHHOCThIO, He 3adukcupoBano. Y 2 (11,7%) GombHBIX
BO 2-ii T0JIOBUHE OEPEeMEHHOCTH OTMEYEHBI JIU30/bI MPO-
PBIBHOTO reMoiu3a. J{pyrue ociio)KHEHHsl BKIIOYaId yrpo3y
npepbIBaHus OepeMeHHOCTH — Y 76,5%, paHHUI TOKCUKO3 — Y
11,8%, cunapom 3aiep kKU pa3BUTHs mwioga —y 3 u3 9 sxeH-
LIMH, TIPedKIaMIcus — y 2 u3 9, npeuiexxanue IIaneHTs —y 1
n3 9. HeGnaronpusTHbIE HCXO/IBI 3apETUCTPUPOBAHBI TOJIBKO Y
OepeMeHHBIX, HE MOTYyYaBIINX AKYJIN3yMad 1 BKIIIOYAIN Tpe-
pBIBaHME 110 METUIMHCKUM TTOKa3aHUsIM B pasrap 3abosieBa-
HUSI TTO MECTY XKHUTeNbCTBA — 4 (28,6%) 1 Hepa3BUBAIONIYIOCS
6epemenHocTs — 4 (28,6%). braronpusTHbie ncXob! HAOIIO-
nanuchk y 3 n3 3 6epeMeHHBIX Ha (pOHE Tepamuu SKyau3yMa-
ooM ny 6 (42,9%) uz 14 6e3 sxynu3ymada. Poxaennem nereit
cymmapHO 3akoHUmiock 9 (52,9%) OepemenHocreit (mpe-
JKAeBpeMeHHbIe poabl y 23,5%). CocTosiHUE 310pOBbsI HOBO-
POXIEHHBIX OTIIMYAJIACh OT HOPMBI TOJIBKO B TPYIIIE OOJIBHBIX
0e3 TapreTHOM Tepanuy 3a CUeT HAJIMYMs OCJIOKHEHHH, Ipe-
HMMYIIECTBEHHO CBS3aHHBIX C HEJIOHOIIECHHOCTBIO.

3axuiouenue. HecMoTpsi Ha Majoe KonM4ecTBO HaOIo-
JICHUI1, MO)KHO yTBEpPXKJaTh, YTO PE3yJbTaThl OEPEMEHHOCTH
TIpY Ha3HAYCHUH SKynnu3ymada JIydine, 4eM Ha (JOHEe CHMIITO-
marudeckodl Tepanuu ITHI. Ham omneiT nmoxrBepkaaet, uTo
PHCK oclokHeHHH OepemeHHocTH y OombHBIX [THIT mMoxker
OBbITh MUHIMHU3UPOBAH MyTEM IJIAHUPOBAHMUS, B 3aBUCUMOCTH
OT BBIPAXXCHHOCTHU HpOHBHeHHﬁ 3a00JIEBaHUs W Ha3HAYECHUS
TapreTHOM Teparuu.

lopeHkoBa J1.I., KpaBueHko C.K.

PE3YNbTATbI U NEPCMEKTUBbI JIEYEHUA AHAMIACTUYECKO KPYNMHOKJIE-
TOYHOM IMM®OMbI Y B3POC/1bIX MALMEHTOB

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

Amnaruactuyeckasi kpynHoksierounast mumdoma (AKKIT)
— penkast popma nepudepuyeckux T-kineTouHbIx auMdom. B
3aBHCHUMOCTH OT IepecTpoek reHa ALK paszeneHa Ha JBe HO-
3onorndeckue eanHuibl: AJIK-nozntusnbie (AKKJIT AJIKY) u
AJIK-nerarususlie ¢popmbl (AKKJI AJIK"), koTopble 1o Kiu-
HUYECKOMY TE€UEHHIO M FMCTOJIOTMUYECKUM XapaKTEePUCTHKAM
CXOXKH MEX]y COOOI, HO pa3IMYaroTCs 10 MPOTHO3Y U BBIOO-
py cnenupugeckoit repamun. AKKJT AJIK" mmeet Omaronpu-
SITHBIA TIPOTHO3, TIPH UCTIONB30BaHUU KypcoB Teparmmn CHOP
B TPYIIIE MAHeHToB 6e3 (hakTOpOB HEOIATONPHUATHOTO TIPO-
rHO3a ynaetcst foctudb 70—75% OGeccoOBITHIIHON BBEIKHBAC-
moctu (BCB). AKKJI AJIK™ mmeer Xxymiiue pe3yabTarhbl Jie-
yenust: npu ucnonb3oBanun CHOP-nono6Hbix kypcos OB u
BCB BbDKHBaeMOCTh cocTaBiseT He bonee 50%, mpeumyiie-
ctBO uMeeT BoinoiHeHue ayto-TCKK y maruenTos B nepBoit
IIOJTHOM pEeMHCCHUHU.

Heab paboThI — OLIEHKA PE3yNbTaTOB BEICOKOO3HBIX MPO-
rpamm seuenust npu AKKJT AJIK® u AKKIJT AJIK, a Taxxe
pe3yabTaThl Pa3IMYHBIX CXEM BO3JCHCTBHS KaK TEPAIHH CIa-
CCHMSI.

Marepuajibl U MeToObl. PETpOCIIEKTUBHBIA aHAIW3 Na-
muentoB ¢ AKKJT AJIK' u AKKJI AJIK:, nabarogaBmmxcs B
OI'bY I'HII ¢ 2002 mo 2015 .

PesyabTaThl M 00cyxkneHne. B uccnenoBanue BKIIIOUE-
Hel 68 6ompHBIX ¢ AKKIJI (38 ¢ AKKJI AJIK* u 26 ¢ AKKIJI
AJIK"). 38 6onbabix AKKJT AJIK" nomyunin yHuduuuposaH-
Hoe jedeHue no nporokory NHL-BFM-90 — OB u EPB co-
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craBuin 90 1 83% COOTBETCTBEHHO, MEIMaHa BEDKUBAEMOCTH
67 mec. 28 6onpHbiM ¢ AKKJT AJIK" BBITIONHEHBI [1Ba TIPO-
TOKOJIa BBICOKOA03HOM xumuotepanuu: OB u BPB cocraBu-
11 40 1 28% cooTBeTCTBEHHO. Y 16 ManeHToB MPUMEHSIICS
mpotokor NHL-BFM-90 — o6mwuit otBet (ITP/UP) mocturayt
y 8 (50%) 13 16 O0IBHBIX, OTHAKO Y 6 OTMEUEHBI TPOTPECCHH,
y 3 — peruausbl. Takum obpazom, OB u BCB cocrasunm 37,5
u 31% cootBeTcTBeHHO. 10 MAMEHTOB MOTYYHIIN JICICHHUE TTO
mpotokory TL-REZ-09 (4 ¢ pemmmuBom/pedpakTepHOCTHIO, 6
nepBUYHBIX 007pHBIX). [IP/UP momydens! y 7 G0ABHBIX, TIPO-
rpeccun y 3. Kypc DexaBEAM xkak tepanus 2—3-i nTuHHH
MpUMEHsIach y 8 OONMBHBIX, ¥ 62,5% HocTUryT 00IIHii OTBET
(O0). Haubosnbmiast 3ppeKTUBHOCTD MOIYUYCHA B TPYIINE U3 5
6onbHBIX, monyuuBInx ayTo-TCKK B IIP: y 4 u3 5 601bHBIX
COXpaHsieTcsl oJIHast peMuccusi, y 1 BepuduimpoBan penu-
JTUB.

3akmaouenue. [lammenter ¢ AKKJT AJIK" umerot Gmaro-
TIPUSTHBINA IPOTHO3 TP UCTIOIB30BAaHUHU BEICOKOJO3HBIX ITPO-
rpaMM XUMHOTEPAITNH, HO, YIUTHIBASI XOPOIIIHE TIEPCIICKTUBBI
TIPH WCTIOTF30BAaHIH MEHEEe HHTCHCUBHBIX PEKUMOB, HEOOXO-
IUMO TIPOBEICHHE PAHIOMH3UPOBAHHOTO MPOCHEKTHBHOTO
nccienoBanns. HepeneHHbIM ocTaeTcs BOIPOC O BEIOOpE MH-
JYKIMOHHOIO pekuma XuMuoTepanuu y nauueHto ¢ AKKII
AJIK- mst noctmxenust [P nmu YP ¢ mocnenyromeii ayto-
TCKK. V¥ 6omnbHbIX, He focturmux OO, B KauecTBE Tepanun
2-i TMHUM BO3MOXKHO HCTONIb30BaHKe cxeMbl Dexa-BEAM ¢
nocnenyromneit ayto-TCKK unu nopaepkuBaromas Tepanus.
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AHAJIU3 CJIOKHbIX XPOMOCOMHbIX HAPYLWEHUIA U KOMIMNEKCHbIX KAPUO-
TUNOB bOJIbHbIX MAC 1 OMJT
MOJIEKYTAPHO-UMTOTEHETUMECKUMU METOAAMU

OrBY «femaToNOrMyecknin HayuHbI LleHTp» Munsgpasa Poccun, 125167, r. MockBsa, Poccua

B0O3MOXHOCTH CTaHAAPTHOTO IIMTOTEHETHYECKOIO HC-
cnenoBanus (CIIM) orpaHuWYeHBl HH3KOH pa3pernaromiei
CHOCcOOHOCTBIO 3TOr0 MeTona. dioopeciieHTHAsS THOpUIH3a-
ust in situ Ha uHTepdazHbx sapax (FISH) u MHOronsernas
(mroopectienTHas TnOpuan3anus in situ (mFISH) mo3Bossror
WAEHTH(UIMPOBATH CIIOKHBIE XPOMOCOMHBIE HApYyIICHHS,
MapKepHBIE XPOMOCOMBI, CyOMHKPOCKOITMYECKHE ACIEHUN U
TPAHCIIOKAINH C ACTCIISIMHU JIOKYCOB N3BECTHBIX 1 TOTEHIIN-
QJIBHBIX T€HOB, yYaCTBYIOIINX B [TaTOTEHE3€ 3a00JI€BaHNSI.

Heas paborel. IlpoBenerne MOJEKyISAPHO-IUTOTCHETH-
YECKOTO aHaTN3a KOMIUIEKCHBIX KaPHOTHIIOB U CIOKHBIX XPO-
MOCOMHBIX Hapyuenuit y 6osbHbix MJIC u OMJI.

Marepnanasl u Metoasl. B 2014-2015 rr. npu ycTaHoB-
nernu quarHo3a CLIU BeimonueHo 234 6onbabiM M/JIC u 83
60spHbIM OMJI. KomIiekcHbIE 1 CII0XKHBIE XPOMOCOMHEBIE Ha-
pytieHus BoisiBIIeHbI y 20 605bHBIX (9 My>XunH 1 11 KeHIIuH,
cpenuuii Bozpact 55 ner), u3 Hux 11 6ompabx MIC (4,7%) 1
9 OMJI (10,8%). Otum GomprbIx BImoaamIH MFISH. FISH
oinonHeHa ¢ JIHK-3onnamu k pernonam 1p36, 1925, 5q31,
7q31, 11q22/ATM, 11q23/MLL, 17p13/TP53, 20ql2, uen-
Tpomepam xpomocom 8, 11, 17.

PesyabTarel u o0cyxaenue. I[Ipu CLIU BwigBIEHO B
cpenHeMm 4 anomanuu Ha kapuotun (ot 3 mo 14): mo 1-2

MPOCTOM PEUUNPOKHON TpaHciokauu B 5 (25%) cnyyasx,
JIOTIONTHUTENBHBIA HenaeHTuuuupyemslit npu CLI xpomo-
coMHBIH Marepuan — B 12 (60%), MapKepHbIE XPOMOCOMBI
— B 11(55%). U3 uncnennrpix anomanuii npu CL{U uvame BbI-
SIBISLTH TpUcoMuto 8 (25%), morocomuu 5 (40%), 7 (35%)
n 17(15%). B pe3ynbrare MOJIEKyIPHO-IIUTOI€HETHYECKOTO
aHaJn3a TpaHCIOKauK BeIABICHHI B 18 (90%) cinyuasx, u3
HuX B 9 (50%) cnoxHbIe ¢ ygacTuem 3 XpoMocoM u Oosree.
VY 17(80%) OGonbHBIX OOHapYKEHBI aHOMAIMH XPOMOCOM
5 (60%), 7 (50%), 11 (20%), 17 (45%), 3a HCKIIOUEHHEM
OJTHOTO CIyd4asi, TOUKH pa3pbIBOB ONPEACICHBI B PETHOHAX:
5q31, 7q31, 11923 u 17p13. leneunu 5q u 7q onpeaeneHbl
B OJTHOM CJIydae Kak7asi, B IByX CIIy4asX — HCTHHHAsI MOHO-
comusi 7, B OCTaJIbHBIX aHOMAIMU XpomocoM 5, 7 u 17 pen-
CTaBJIEHbI TPAHCIOKALUSIMU, KOTOPbIE 32 UCKIIOUEHUEM OfI-
HOTO Cllydas, COIPOBOXKAAINCH IeNeUUIMU JIOKycoB 5q31,
7q31 u 17p13/TP53.

3axmouenne. mFISH u FISH no3Bonwnmm naeHTHQHIN-
pOBaTh BCE KOJIMYECTBECHHBIC W CTPYKTYypHBIC aHOMAJINH, He-
pacnioznanssie ipu CI{U, yTOYHUTH TOYKH pa3phIBOB XPOMO-
COM U OIIPECINTh MPOUCXOXKIEHHE MapKEPHBIX XPOMOCOM.
HctuaHas MoHOCOMHUS 7 TIOATBEp Xk AeHA TOIBKO B 10%, a ms
XpoMocoM 5 u 17 HCTUHHBIX MOHOCOMHH HE HalfACHO.

JexxeHkoBa A.B., CbicoeBa E.l1.,, Conosbesa T.M., JlyknHa E.A.

XAPAKTEPUCTUKA METABOJIU3MA XKEJIE3A Y BOJIbHbIX CTPOMBO3AMUA
NOPTAJIbHOW CUCTEMbI

OIBY «femaToNOrMyecknin HayuHbI LieHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

HawubGonee vacToil nmpuyuHON BHENEYEHOYHOH MOPTaJIb-
oWt runeprensun (BII') sBisiercss TpomO03 mOpTasIbHOM
cHcTeMbl (BOPOTHOM, CEJIe3€HOYHOH, BepXHEH OpbhKeeqHOM
BeH). XapaKTepHBIM OCJIOKHEHHEM BHEIIEYEHOUYHOH MOpTalb-
HOW THUIIEPTEH3MN y OONBHBIX C TPOMOO3aMH MOPTAIBLHOMN
(BII'-TII) cucTemsl SBISAIOTCS KPOBOTEUEHUS W3 BaPHKO3ZHO
pacumpensasix BeH (BPB) mumesona w/mmm xemynka. I[Toct-
TeMOPParuIecKyr0 aHEMHIO PETUCTPUPYIOT Y 58% OONBHBIX ¢
JTAHHOM MaToNOoTHeH, Y4To, Kak MPaBHIIO, SABISETCS OCHOBAHH-
eM JUIs JICYCHHUS TIpernapaTaMu JKenesa.

Heab padorsl. XapakTepuCTHKa COCTOSHUS METa0O0IH3-
Mma xene3a y 6onpHbix BIIT-TII, ocnoxHEeHHON KPOBOTEYECHU-
ssmu 13 BPB nuieBoma u/wimm sxenmyika.

Marepuaibl 1 MeTObI. B rpymnmy vccienoBanust BOIUTH
70 marenToB (31 My>xunHa 1 39 KEHIINWH, METHaHa BO3pacTa
45 net). TpoMOO3BI TOPTATBHOI CUCTEMBI JOKYMEHTHPOBAHBI
pesynbraramu Y3U nnmm KT opranos OpromHoi monoctu. B
COOTBETCTBHH C TeMaTOJIOTHUECKON KapTuHOM OompHBIe BIIT -
TII coctaBmau aBe Tpymmbl: 43 OONBHBIX XPOHUYECKUMHU
MUENTONPOTH(EepaTUBHBIMUA 3a00JIeBAaHUSAMU U 27 OOJBHBIX
C LUTONEHWYECKUMH CHHIPOMAMH, ACCOIUHPOBAHHBIMHU C
JOpyruMu 3a0osneBaHussME (aHTUPOCHOIUIHUIHBIA CHHIPOM,
NapoKCH3MalbHasi HOUHAsi TeMOIIOONHYpUsl, HACIIECTBEHHAS
TpoMmOouHst). [J1st XapaKTepHUCTHKH COCTOSIHUSI METa00IIN3-
Ma JKelie3a OIPEAEISIM ChIBOPOTOUHbIE TOoKa3aresn (Geppu-
THHA, TpaHcheppuHa, xeneza 1 OXKCC. Peumnnsupyrommue

KkpoBoTedyenus u3 BPB numieBona u sxenmyaka HaOnonaincy y
37 (53%) u3 70 6ompubix BIIT-TII.

Pesynbrarel u o0cy:xkaeHue. AHEMUIO BBISBUIN Yy 34
(48%) u3 70 GonpHBIX, U3 34 GonbHBIX ¢ aHemueit 4 (12%)
MMETH JIA00paTOpHBIE MPU3HAKK HCTHHHOTO Ie(UIINTA JKeIle-
3a,y 30 (88%) BbIsIBHMIN TAOOPATOPHYIO KapTHHY IIepepaciipe-
JIETUTENBHOTO e(HUINTA JKeTe3a, YTO XapaKTEPHO IS «aHe-
MHU XpOHHMUYECKHMX 3a0oneBaHui». Bce OompHble BII-TII
(n = 70) ObuTH pa3aeneHsl Ha 2 TPYIIBL B 1-10 TPyIITy BOII-
1 34 GONBHBIX, MOMY4YaBIINX paHee JICUCHHE IMpernapaTamMu
xene3a (BIII'-Fe+), Bo 2-10 rpynmy — 36 GONBHBEIX HE MOITy-
yapmmx (BIII-Fe-). B 1-ii rpynme yactoTa HOBBIX TPOMOOTH-
YECKHX OCJIOKHEHHH WIIM PETPOMOO030B MOPTAIBHON CHCTEMBI
cocraBuia 35% (TDJIA, me3eHTepHanbHBIH TPOMOO3, TPOM-
003 sipeMHO¥ BeHBI, HH(pAPKT MHOKApAa), YaCTOTa PEIUANBHU-
pyronmmx KpoBoredueHui u3 BPB nummeBona w/mnm xemynka —
79%. Bo 2-it rpymnme HOBbIE TPOMOOTHYECKHE OCIOKHEHUS
3apernCTpUPOBaHbI y 6% OOIBHBIX, YaCTOTAa KPOBOTCUCHUH
n3 BPB —y 28%.

3akmiouenne. AHemusi y OOJBHBIX C TPOMOO3aMH IIOp-
TaJIbHOW CUCTEMBI M BHEIEUEHOUHOW MOPTaIbHON T'MIEpTEH-
3uelt y 88% OOIBHBIX HOCHIIA XapaKTep «aHEMHH XpOHHYe-
CKUX 3a00seBanuit». JIedeHne nocTreMopparnieckoi aHeMuH
npernaparamu skelie3a y JaHHOH KaTteropuu OOJNBHBIX acCOIU-
MPOBAJIOCH C TIOBBIIIEHHON YaCTOTOH HOBBIX TPOMOOTHYECKHUX
OCJIO)KHEHUH WM PETPOMO030B MOPTAILHOW CHCTEMBI.
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NCCNEAOBAHUE OYHKUUU TPOMBOLIUTOB U NMNJIASMEHHOIO 3BEHA FEMO-
CTA3A NPU TEPANUN UMMYHHOW TPOMBOLIUTONEHUN CUHTETUYECKUM
CTUMYNATOPOM TPO-R POMUIINIOCTUM Y B3POCJIbIX

'OIBY «OHKL| fetckoi rematonoriu, oHKonorm 1 uMmyHonorum um. [. Porauesa» Munspgpasa Poccun, 117997, 1. Mocksa,
Poccua; *LieHTp TeopeTnyeckmx npobnem drsmnko-xmmmnyeckoii apmaronorum PAH, 119334, r. Mocksa, Poccus; > Ousmye-
CKuin dakynbTeT MOCKOBCKOrO rocyAapCcTBEHHOIO yHBepcuTeTa M. M.B. JlomoHocoBa, 119234, r. MockBa, Poccus

Nmmynnas tpom6onuronenus: (UTII) — naronoruueckoe
COCTOSIHWE, XapaKTepHU3yIolleecss CHIDKCHHEM KOJTHYEeCTBa
Tpombo1TOB. COBpEMEHHBIE METOMBI JEUCHUS Tpearoara-
IOT HCIOJIB30BAaHHE aroHKCTOB peEIEnTopa TPOMOONO3THHA,
CTUMYIHUPYIOMIETO TMPOXYKIIMIO TPOMOOIIUTOB MeTraKapH-
OIMTaMH. YCTAHOBJIEHO, YTO KPOBOTOYMBOCTH Yy OOJBHBIX
UTII o0ycioBieHa HE TOJBKO JIUINb YMCHBIICHHEM KOJTHYC-
CTBa TPOMOOIIMTOB, HO ¥ M3MEHEHHEM WX (DYHKIIMOHAIHHBIX
CBOMCTB.

Leanr padoTbl — xapakrepucTHUKa (YHKIHMOHAIBLHON aK-
TUBHOCTH TPOMOOIIMTOB, a TaKkKe IUIA3MEHHOTO 3BCHA IPH
TEpanuy B3POCIBIX OOIBHBIX MENTHIHBIM aHAJIOTOM TPOMOO-
[IOATHHA POMUIUIOCTUMOM.

Marepuaasl u Metoabl. 17 OompHBIX (12 XEHIMH U
5 MyX4UH, CPETHUI BO3pACT 56 JIeT) C yCTaHOBJICHHBIM JHa-
raozoM UTII, xpoHrueckum TeueHreM. BeceM OONIbHBIM 10 U
gepe3 1 Mec mocie Havana JICYCHHUS POMHUIUIOCTHMOM TIPO-
BEJICHO HCCleIoBaHle nepudepudeckol KpoBH Ha aBTOMa-
TUYCCKOM TeMAaTOJIOTHYECKOM aHAJIM3aTope; aHaiu3 (yHK-
[IHOHATBHON aKTHBHOCTH TPOMOOIIMTOB METOIOM ITPOTOYHON
HUTO(IIIOOPUMETPUH C UCTIOIB30BAHUEM aKTUBATOPOB — aHa-
JIOTOB TPOMOMHA U KOJIJIATCHA U OMPEICICHUEM YPOBHEH JKC-
MIPECCHUHU CIEAYIONMINX MOBEPXHOCTHBIX AHTHTCHOB TPOMOO-
LUTOB: TPOMOOIUTAPHBIN TIIMKONpOTenH 1, maTerpus allb/b3
cyMMapHasi U akTuBHas (pakiuu, P-cenextus, docharuani-
CepHH, a TakKe aHaJH3 COMACPKMMOTO IUIOTHBIX TPaHYN IO
BKJIFOUCHHUIO MEIaKpHHA; TPOMOOAIacTorpadusi.

Pesyabrarel. Ha crapre snedeHus y 6 OOJIbHBIX OTMeua-
JIUCH SIBIICHUS KPOBOTOYMBOCTH (0T 1 10 7 H6ammoB mo Standar-
dization of bleeding assessment in immune thrombocytopenia:
report from the international Working group. F. Rodeghiero,
Blood, 2013), cpemnee umciIO TPOMOOIHUTOB COCTABHIIO
28 Thic/MKIL. TIpu 3TOM CTEreHb KPOBOTOYMBOCTH HE KOppe-
JIMPOBAjia C YUCIOM TPOMOOIMTOB. MakcUMalbHas CTCIICHb
KPOBOTOUMBOCTH HaOIfoasach y OOIBHOTO C KOJMYECTBOM
TPOMOOIMTOB 31 THIC/MKJI, TOT/Ia KaK Y OOJIBHOTO C 8 THIC/MKII
KPOBOTOYMBOCTH HE OTMEYCHO. [loka3areinu aKTUBHOCTH
TPOMOOIIMTOB TIepe] HadaloM JICUCHUST UMENN IITHPOKYIO MH-
JTUBHUIyaJbHYIO BapHAOEIbHOCTD; CaMble HU3KHE ITOKa3aTeIH
OTMEUCHBI Y OOJLHOTO ¢ MaKCHMAJBHBIM 0ajUIOM KpPOBOTO-
9uBOCTH. Uepes Mecdll Mmociie Hadania JCUCHUs CpeHee KO-
JUYECTBO TPOMOOIIMTOB YBEIWYWIOCH 10 72 ThIC/MKI (OT 7
10 121 Thic/MKIT), SIBJI€HUSI KDOBOTOUMBOCTH COXPAHSUIUCH Y
3 gemoBek (1-2 6anma). Y 3 GONBHBIX AETEKTHPOBAIOCH CHU-
JKEHHE KOJTMYECTBA TPOMOOITUTOB, HO HAPACTAHHSI CHMIITOMOB
KPOBOTOUMBOCTH HE OTMEUAJIOCh. JTO KOPPEINPOBAJIO C yBe-
JMYEHUEM SKCIIPECCHH Ha TPOMOOIMTAX aKTUBHOW (POPMBI
uarerpuna allb/b3 u P-cenextuna. Janusie TOI mokazaiu
CBSI3b B IIEPBYIO OYEPE/Ib C KOJIMYECTBOM TPOMOOIIUTOB.

3akaodyeHne. AHann3 QYHKIIHOHAIBHOTO COCTOSHUS
TPOMOOIIMTOB IEMOHCTPUPYET MPAMYIO CBSI3b YMEHBIICHHS
WJIA UCYC3HOBEHUSI KPOBOTOUYMBOCTH 4epe3 | Mec mocie Ha-
YaJia Teparuy C yITyqIIeHHEM KaueCTBCHHBIX XapaKTePUCTHK
TPOMOOIIMTOB, @ HE TOJIBKO C YBEIMYCHNEM HX KOJTHYECTBA.

Ly6uHa W.A., Mepeakosa M.O., CypkoBa E.A., Bynrakosa T.B., bnvHosa T.B., JTanuH C.B.

METO/bl BbIABJIEHUA CBOBOAHbIX NEFKNX LLEMEA UMMYHOTJIOBYJINHOB
ANA AUATHOCTUKN MOHOKNOHANIbHbIX TAMMANATUIA

JlabopaTtopuisa ANarHOCTUKM ayTOMMMYHHbIX 3aboneBaHnin HayuyHo-MeToANYeCKoro LIeHTPa No MONEKYIAPHON
meanumHe NBOY BMO «MepBbiit CaHKT-TeTepbyprcknin MeanUUHCKUIA yHUBepCuUTeT UM. akad. /.M. Maenosa»
MwH3gpasa Poccum, 197376, 1. CaHkT-TeTepbypr, Poccus

V3meHeHHe KOHIIGHTpPAIlMd CBOOOMHBIX JIETKUX Lemei
(CJIL]) uMMyHOrIOOYJIMHOB M COOTHOIICHUE K/A SIBISIETCS
OJJHUM U3 KPUTEPUEB JHArHOCTUKU MOHOKJIOHAIBHBIX FaMMa-
MaTuii, a Tak’keé MOHUTOPUHT UX KOHLEHTPALUH B CHIBOPOTKE
MOYKET HCTIONTB30BAThCS IS OIeHKH 3()(DEKTHBHOCTH Teparii.

Leab pa6oTsl — onpezeeHue JUarHoCTUYECKUX BO3MOXK-
HocTel BoisiBIeHUs KoHneHTpanuu CJII u ux coOTHOMIEHHS ¢
MOMOIIIBI0 MeTo/la UMMYyHO(pepMeHTHOTO aHanmn3a (MDA) mis
yIy4IIeHHs AUATHOCTUKH MapanpoTeuHEeMHI.

MarepuaJjbl u MeTobl. Pacuer pedepeHcHOTO HHTEpBaIa
HOPMAJIBHBIX 3HAYCHUH TPOBOIMIIM C TTIOMOIIBI0 Onomarepna-
na 89 310poBEIX TOHOPOB KpoBu. Ha 20 obpa3nax oT O0NMbHBIX
C TaMMamaTHsIMHU TIPOBEACH aHAJIU3 COOTBETCTBHS PE3yJIbTa-
toB omnpeaenenust CJIL ¢ momoursto UDA TMonmurnoct (OO0
«lonurnoct», P®) 1 MMMyHOTYpOUAUMETPUUECKOTO METOJA
Freelite Human Lambda u Freelite Human Kappa (“Binding
Site”, BemukoOpuTanus). JIOMONHUTEILHO JUISI OICHKH JHa-
THOCTUYECKUX BO3MOxkHOCTEH onpenenenus CJIL u oTHomeHus
«/A metogom MDA 6putn nccnenoBanbl 108 00pasioB CHIBOPO-
TOK KPOBH OOJBHBIX MOHOKJIOHAJIBHBIMU TaparnpoTeHHEMUSIMU.
B rpynmy u3 108 oGciemoBaHHBIX OONBHBIX BOLLIH 16 0OITb-
HBIX C napanporenHemueii IgA, 69 — ¢ mapanporennemueii IgG,
12 — ¢ mapanporennemueii IgM, 1 — ¢ napanporennemueii Ig D,
10 — ¢ naparnpoTeuHoM, PeJCTaBIEHHOM JIETKoH Lenbo. Onpe-
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nenenne comepxanus CJIL[ B ChIBOPOTKE KPOBHU IPOBOIIIIH
HNOA Ttect-cuctemoii. [lomyueHHble pe3ynbTaThl COMOCTABISIIN
C pe3ynbTaTaMu BBISBJICHUS MapalpOTEMHOB METOIOM UMMYHO-
¢ukcanun (“HelenaBiosciences”, Benukooputanusi).

Pesyabrarbl. JIuHEHHOCTh METONA OLEHUBAIN IIyTEM Ce-
pUIfHOTO pa3BeeHHs 00pPa3IOB MannueHToB. B anamazone 4,8—
27,8 mxr/mn i k-CJIL u uatepsane 6—20 mMxr/mu amst A-CJIL]
koaddunment nerepmunanuu R> = 1,0 s Bcex 00pasioB.
Ipenen obHapyxenus MDA merona sesiBnenust CJIL cocra-
But 0,8 mxr/mut muist k-CJIL u 1,5 mxr/mon murs A-CJIIL

C nomomipio aHanmza pesyiasratoB usmepenuit CJIL B
O6nomarepnanax JOHOPOB KpoBH (n = 89) OBUI yCTaHOBIEH
pedepeHTHBI MHTepBal HOPMAIbHBIX 3HadeHuH amst k-CJIL
(3,25-15,81 mkr/mi), A-CJILT (3,23-28,05 MKr/mit) 1 U1st COOT-
nomeHust k/A (0,3—1,9).

HccnenoBanne 20 CHIBOPOTOK OONBHBIX TaMMaIaTHsIMH C T10-
Moo MDA-cuctemsr TlommrHocT W MMMYyHOTYpOWIHMETPH-
geckoro merorma “Freelite Human Lambda” u “Freelite Human
Kappa” nmoxasaso, 4To CXOIUMOCTb JIBYX TeCTOB cocTasisieT 70%
nutst K-CJILL, 90% — st A-CJILL, 80% — st /A, ipu 5T0M K0dhdu-
et Koppessiuuu [Tupcona 6bu1 0,78; 0,79 1 0,7 cOOTBETCTBEHHO.

B Guomatepranax oT OOJBHBIX ¢ MOHOKJIOHAJIBHBIMU T'aM-
MartaTHsAMH, TTPECTaBICHHBIMHU MaparpoTeHHOM, COICPIKaIIIM
Jerkyro uens K, yBenuuenue CJIL k ormeuanoce B 65,08%
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(B 41 u3 63 00pa3LOB) ciayvacs, a yBeIUUCHUE KO PHILICHT
«/A Habromanock B 61,9% (B 39 u3 63 CHIBOPOTOK) CITydacB.

B Onomarepuanax ot GOIBHBIX ¢ MOHOKJIOHAJIBHBIMH TaM-
MaratusMH, TPECTABJICHHBIMHE IApalpOTEHHOM, COAepIKa-
UM JIeTKyI0 1ems A, yBenmdeHue CJIL] A muarsoctuposamm
B 71,11% (B 32 u3 45 CBIBOPOTOK) CIIy4asix, a CHIKECHUE KOA(]-
¢ueHTa K/A HIKe pe)epeHTHBIX TPAHMI] BBISIBICHO B 75,56%
(B 34 u3 45 00pasIoB) ciiyyacs.

3akarouenne. Msmenenne yposus CJIL u nx coorHorre-
HUSI SBIISIOTCA JIONOJHUTEIBHBIM HHCTPYMEHTOM B JHArHO-
CTHKe naparporenHeMuil. [loixyueHHbIe HAMU IaHHBIC IEMOH-
CTPHUPYIOT BO3MOXKHOCTH OIpEJENCHHs NaHHBIX IOKa3aTeneit
C TIOMOIIBI0 UMMYyHO(pepMeHTHOTO Hadopa ¢upmer «Ilomur-
HOCT», PEe3yIBTaThl KOTOPOTO COMNIACYIOTCS ¢ IMMYHOTYPOH/IH-
MeTprueckuM metozoM Freelite.

3eAaruH W.B., Mamegos W.3., TatapuHoBsa O.B., Komeu E.A., KypHukosa E.E., MacuaH A.A,,
Macuarn M.A., Yygakos [1.M.

MOHUTOPUHI KNOHAJIbHOIO PENEPTYAPA T-IMMO®OLINTOB NPU TPAHC-
MAAHTALUUU AJINTOTEHHbBIX TEMOMO3TUYECKMX CTBOJIOBbIX KNIETOK

WHcTuTyT 6roopraHmyeckoi xumum num. M.M.emsakunHa n 0.A.OBurHHMKOBa PAH; OI'BY «DefepanbHbiil Hay4HO-
KNVHUYECKWI LeHTpa AeTCKOMN remaTonornm, OHKOOrnn 1 UMMyHonorum um. imutpusa PoraveBa» MuH3gpaBa
Poccnn, 117997, r. Mocksa, Poccuns;

Pa3Butne cOBpeMEHHBIX METOJOB BbICOKOIPOU3BOIUTEIb-
HOTO CEKBEHHPOBAHHS OTKPHIBACT BO3MOXKHOCTH IS HCCIIC-
JIOBaHMS BBICOKOPA3HOOOPA3HBIX KIOHAJIBHBIX peENepTyapoB
B- u T-kj1eTOK — OCHOBHBIX YYaCTHUKOB CUCTEMbI a1alITUBHO-
ro uMmyHutera. Pa3paboTka U IMpuUMEHEHUE TEeXHOJOTHH pe-
KOHCTPYKLMH M MOHHUTOPHHIA KJIOHAJBHOIO COCTaBa KIJIETOK
CHCTEMBI aJIaIITUBHOTO IMMYHHUTETa HEOOXOTUMBI IS TIOTyYe-
HUS HOBBIX JaHHBIX O IPOIECCaX HMMYHOPEKOHCTUTYIINH TIPH
TPAHCIIJIAHTAIINH TEMOMIOTHYECKHX KIICTOK.

Lesab padoTbl. MOHUTOPUHT KJIOHANIBHOH IMHAMUKU pe-
nepryapa T-mumdonuros npu amnorennoit TI'CK ¢ nemnenneit
a-p T-kIeToK y OONBHBIX IETCKOTO BO3PACTa.

Marepuansl M Meroabl. C [OMOIIBIO OPUIMHAJb-
HOM TEXHOJOTMM HCCIIEA0BaHMs KIOHAIBHBIX PENEPTyapoB
T-nmumdoruToB, BKIoyaronield momyuenne oubmmorek k/JHK
T-KIETOYHBIX PELENTOPOB M BHICOKOIIPOM3BOIUTENBHOE CEK-
BEHUPOBAHME, PEKOHCTPYUPOBAaHbI T-KJIETOUHBIE penepTyapsl
00pa3IoB nepupepuIeckoil KpoBu 23 OONBHBIX 10 TPAHCILIAH-
Tau, crycts 2, 4, 6 u 12 mec nociie TI'CK, a Taxke 00pasios
TpaHCIIIaHTara /10 Aeruiermu T-muMdonnTos.

Pesyabrarhl B 00cyxkaenue. Ha panHux cpokax mocie
TI'CK xionanbHbBIN penepryap T-muM¢OnUTOB XapaKTepH-
3yeTcs KpailHe HH3KHUM pa3HooOpa3ueM. Y OOJNBHBIX C BbI-

COKHMM ypPOBHEM JIOHOPCKOTO XHMepHu3Ma depes 60 nHeil mo-
clle TpaHCIUIAHTAIMH OOJNBINAs 4acTh pemepryapa T-KIETOK
oOpa3zoBaHa 3a CUeT KIOHAJIBHOW AKCHMAHCHH HEOOJBIIOrO
qucaa JOHOPCKUX T-1uMpOonuTOB MPEOJOIECBIINX ACTIICIUIO
IIPU MOJATOTOBKE TpaHcIUIaHTara. CpaBHHUTENBHO Ooliee pas-
HOOOpa3ubIil peniepryap T-muMpounuToB y OOJIBHBIX C HH3-
KAM YPOBHEM JOHOPCKOTO XHMEpH3Ma 00pa3oBaH 3a CYET
T-KJICTOK peNHITHEHTA MIEPEHECIINX KyPC MOATOTOBUTEIEHON
Tepanuu. B xoqe BOCCTaHOBUTENBEHOTO MEPHO/IA MTPOMCXOTUT
3HAUUTEIBHBIN POCT pazHo0Opa3us T-muM(pONUTOB U CHIXKE-
HHUE JIONU perepTyapa 3aHUMAaeMO# BBICOKOIIPEICTaBICHHbI-
MU KJIOHOTHIIAMH.

3akarouenne. [IprMeHEHHE METIOB BBICOKOIIOW3BOIH-
TEJIFHOTO CEKBEHHPOBAHUS IS KJIOHAJIFHOTO MOHHTOPHHTA
penepyrapa T-mumdonuntos B xo7e TT'CK mo3Bomnsier moryuarsb
JIeTaIbHYIO XapaKTepPUCTUKY U3MEHEHHUI myna T-miuMbonuToB,
HEOOXOAUMYIO JUTS AaIbHEHINEero pa3BUTUS TAKUX METOIOB Te-
paruu. Hu3kuii ypoBeHb KIIOHAIBHOTO pa3Hoo0pa3us T-kieTok
B niepBbie 6 Mec nocie TI'CK, nmpogeMoHCTpUpOBaHHbBIN B Ha-
CTOSIIIIEM HCCJICOBAaHMH, IIpeAronaraeT Hed(P(PEeKTHBHOCTD
CHCTEMBI aJalTHBHOTO UMMYHHUTETa OOJIBHOTO MPHU 3aIIUTE OT
uH(peknuil B TedeHue nomyrofa nocue amtorernoi TI'CK ¢ ne-
wrerueit o-f T-mumdonuTos.

3o3yna HW.", AuppeeBa T.A.2

WHHOBALMOHHbBIE TEXHOJIOTUN OKA3AHUA MEAULUHCKOW NOMOLLU
5OJIbHbIM TEMO®UJIUEN

'OIBY «femaTonornyeckunii HayuHbliin LeHTp» MHsapasa Poccui, 125167, 1. MockBa, Poccus; fopofcKolt LIEHTP Mo fieueHmnto
remodunumn CaHkT-MNetepbyprckoro I6Y3 fopogckas nonuknvHmka Ne37, 191186, r. CaHkT-MNetepbypr, Poccua

KonmnenTpatsr daxropos cBepreiBanus kposu VIII (FVIII)
u IX (FIX), ucnonp3yromuecss B COBPEMEHHOH 3aMECTUTEIb-
HOUW Tepamuy Npu reMO(pHINU, UMCIOT JOCTaTOYHO KOPOTKHIA
riepuoj] nonyBbiBefeHU: 8—12 4 u 24 4 cooTBeTCTBEHHO. st
CHIDKEHUSI pUCKa BO3HHKHOBEHHSI CIIOHTAHHBIX KPOBOTCUCHHI
IIeJIeBbIe 3HAUEHSI aKTUBHOCTH JIE(PUITMTHBIX (DaKTOPOB JTOJIK-
HBI COCTaBIATh 1—5%, 4T0 TpeOyeT yacToro BBEICHHMS Ipera-
paroB. Bricokas MMMYHOT€HHOCTH KOHLEHTPATOB (PAKTOPOB
CBEPTBIBAHHS KPOBH JIMMHTHUPYET IIPOBEICHHE Ccrenugpuye-
CKOM reMOCTaTHU4YeCKOI Tepanuiu.

e paGoThl. AHAIU3 COBPEMEHHBIX BO3MOXKHOCTEH Jie-
YeHHs OONBHBIX TeMO(UITHEeH.

Marepuanabl U MeToabl. [IpoBeieH MOUCK MyOnHMKanui B
CHeNHUaTN3UPOBAHHBIX TEPUOAMYECKUX TEUATHBIX H3IaHHSIX
¢ ummnakT-hakropom 6onee 0,3 ¢ MOMOIIBIO MEKTPOHHBIX 0a3
nanabix Medline, PubMed, EMBASE 3a nocaeanaue 15 ner.

Pesyabrarsl u o0cyxnenne. OCHOBHbIE HANpaBICHUS 10
pa3paboTke 1 MOAU(MHUKAIIN TIPENApaTOB IS JICUCHHUSI TeModH-
JIMH BKITIOUAIOT: BHEIPEHUE PEKOMOMHAHTHBIX TPETapaToB, 1Mo-
Jy4eHHBIX U3 JIMHUU KJIETOK YEIOBEKa C LIENbI0 CHIDKEHUS UM-
MYHOTEHHOCTH (CUMOKTOKOT @), ynanenue B-nomena FVIII mns
TIOBBIIICHAS CTAOMIBHOCTH MOJICKYJIBI Oellka U 0oiee MpOYHOro
cBs3biBaHms ¢ (akropom BuieOpanna (FW), ymnHenus Bpe-

MeHH nonyxu3an koHnerTparoB FVIII/FIX ¢ ucnons3oBanneM
Pa3HbBIX TEXHOJIOTHIl, Pa3pabOTKy aJbTEPHATUBHBIX IPENapaToB
(anrTamMep, MOHOKIIOHAJIBHBIC aHTUTEJIA, AHTHCMBICIIOBBIE OJIMTO-
HyKJIeoTHIbT). CyIIecTBYeT HECKOIBKO CTPATeruii IPOJIOHT ALK
BpeMenu nonyxu3an FVIII/FIX: vecnenudryeckoe (BAX 855)
WIN CalT-CrIerM(pHYecKoe TEeTHINPOBAHNE/ TITMKOIIET HINPOBa-
e (N9-GP, N8-GP, BAY 94-9027), cimsane Fc-¢hparmenta
Ig ¢ Oenxom cBepreiBanus kpoBu (Alprolix, rVIII-Fc),
CIIMSHAE MOJICKYJbl (aKkTOpa CBEPTHIBaHUS C albOyMHHOM
(rIX-FP, Efraloctocog alfa), monmucuanunuposanne (BAX 826),
XTEN ciustaue (rFVIIFc-XTEN-VWF). Kpome Toro, pa3pada-
TBIBAIOTCS IIYHTHPYIOIINE MPENapaThl UINTEIFHOTO JEHCTBUS
(rVIIa-FP, hbS23) n npenapartsl, Gokupyromue HHrHOUTOP IIy-
TH TKaHeBoro ¢axropa (Concizumab). C 2011 r. ocymecTBs-
ercst epenaya reHa FLX ¢ MoMOIIBIO aJIeHOacCOLMNPOBAHHOTO
BUpyca (AAV) B KJIETKH, CHHTE3UpYIOIINe (haKTOpbI CBEPTHIBA-
HUS KpOBH. B HacTosmee BpeMs BexyTcst pabOThI IO CO3NAHUIO
BekTopoB AAV 11 nepeHoca reHa FVIII B cOOTBETCTBYIOLINE
KJIETKH OOJBHBIM TeMO(HITHCH.

3akuiouenne. BHenpeHue NpUHIMINAAILHO HOBBIX TEXHO-
JIOTHH B MPAKTHKY JICYEHHs] OOJBHBIX TeMO(MINEH ITO3BOIUT
YITy4IIUTh 3 PEKTUBHOCTD U OE30IIaCHOCTh TEPAINNH, a TAKXKE
MOBBICHTH TIPHBEPKEHHOCTH OOJIBHBIX JICUEHHIO.
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3otoBa .U, Tpuuaes C.B., LLnnoga E.P, MoTnxoHosa H.A., Abgynkagbipos K.M., YeueTkunH A.B.

ATFOHUCTbI PELENTOPA TPOMBOMNOSTUHA B JIEYEHUU NEPBUYHON
MMMYHHOWN TPOMBOLUTOMNEHUN: SOOEKTUBHOCTb U BE3OMNACHOCTb
B NOBCEAHEBHOW KIIMHNYECKOW NPAKTUKE

OIrBY «PoccninCKMI HayYHO-MCCIeAOBATENbCKAN UHCTUTYT remaTtonorum u TpaHcdysmonorumn» ®MBA Poccuu,
193024, r. CaHkT-MeTepbypr, Poccusa

Tepanuss ~ aroHucTamMu  penentopa  TPOMOONOITHHA
(aTIIO-p) mpencrapnsier coOOW HOBBIM TOAXOM K JICUCHUIO
MAIIIEHTOB C PE3UCTEHTHBIM TEUEHHEM UMMYHHOH TpomOo-
uronennn( UTII). lanubie o a¢pdexruBHOCTH M Oe3omac-
Hoctn npuMmeneHus aTIlO-p BHe paMOK KOHTPOJIHPYEMBIX
KIMHAYECKUX UCCIIEIOBAHNIN OrpaHUYCHEI.

Hean padoTel. M3yunts a¢hpexTBHOCTD U 0€30MaCHOCTD
piurensHoro npuMenenuss aTllO-p B pyTHHHOM KiIMHUYe-
CKOU INPaKTUKE y MAIMEHTOB C XpOHHWYECKo# (opmoit UTII
IIPY TIOTE€pPE WIIM HEJAOCTAaTOYHOM OTBETE€ KaK MMHUMYM Ha
OHYy JHHUIO Tepamud.OIeHUTh BOZMOXKHOCTH JIOCTIDKCHHUS
YCTOWYMBOTO OTBETA MOCIE MpekpamieHus Tepanuu aTI10-p.

Marepuaabl U MeTOAbl. PETpOCIIEKTUBHBIN aHANIMU3 pe-
3yABTATOB Tepanwu ¢ ucroinb3oBanneM aTllO-p y OompHBIX
xpornueckoit UTII B ®I'BY PocHUUI'T B nepuon ¢ 2010 mo
2015 1. (pomurmioctuM 45 00JIBHBIX — 1-5 TpyIa, AMTPOMOO-
marl5 GOoNBHBIX — 2-5I TPYTINA).

PesyabTarhl M 00cy:xkaenue. B 1-if rpymnme 21 (47%) u Bo
2-i1 rpynme 4(28%) OONBHBIX MMOMYYHIN JiBE U Oojee JIMHUI
tepanun UTII (BHYTpUBEHHBII UMMYHOTTIOOYIIHH, CIUICHIK-
TOMUS, PUTYKCHMMad, HMMMYHOCYNIPECCOPHI, LUTOCTaTHUKM).
CIuieHIKTOMUS TpoBezicHa y 9 00nbHBIX (B -1 rpymme —y 7,
BO 2-if rpymre — y 2). TpoMOOIUTapHBIi OTBET JOCTUTHYT Y
40(88%) 60NBHBIX, MOTYYaBIIUX POMHUILIOCTHM, Y 14(93%) —
anTpomoOornar. Pe3uCTEeHTHBIMU K TepaIriuy OKa3ajauch 6 00Jib-

HBIX — B 1-if rpynmne — y 5(11%), Bo 2-it —y 1(7%), u3 HUX y
3 B mocreqyromneM OblTa mpoBeieHa CrureH KToMust. Ha done
neuerus aTIIO-p y 92% GonpHbIX U3 1-if rpynmel u'y 100%
U3 2-i IPyNIbI YIAIOCh TTOJHOCTHIO OTMEHHTH IPE/IIECTBY-
FOIIYIO JTUTEIBHYIO TEPAITHIO IPESTHU30IOHOM. B 1-if rpyrme
Han0oJee YacThIMU MOOOYHBIMH SABJICHUSAMH OBUIH: TOJIOBHAS
601b —y 12(27%), aprpanrun —y 4(9%), nepmarut —y 2 (4%)
OONBHBIX. YKa3aHHBIC SBICHUS OBLTH BBIPAKCHHI MUHIMAITh-
HO U He TpeboBany n3MeHeHu B Teparmuu. Y 3 (20%) 6omb-
HBIX W3 2-f TPYNIBl HAONIONAIOCH Pa3BUTHE IeNaTOTOKCHY-
HOCTH B BHJIE KPAaTKOBPEMEHHOTO YBEIIMICHHUS KOHIICHTPAIHH
TpaHCaMHUHAa3 ¢ HEOOXOJUMOCTBIO KOPPEKIIUU Teparnuu (CHH-
JKEHUE JI03bl, [IEPEPHIB B JICUEHHH) U BOCCTAHOBJIEHHEM IT0Ka-
3arerneit 6e3 MpUMEHEHHS TOTIOHUTEFHON Tepanun. B cBs3u
C Pa3BUTHUEM TPOMOOTHUECKUX OCIOKHEHHH MOTpeOdoBasach
ormeHa tepanuu aTT1O-p (1o onHOMY GOJIEHOMY B Ka)<J10H M3
TPYTI) ¥ YMEHBIIICHHUE T03b1 Y 1 OombHOM U3 1-if rpymmer. Y 5
607bHBIX (4 u3 1-# rpynmel U 1 U3 2-# rPpyNIBI) COXpaHIETCs
CTOMKasi pEMHCCHSI TTI0CIIE TTPEKPALICHUS TepaIny.
3akaouenue. [IpencraBieHHbIC pE3yNBTaThl MTOATBEPIK-
JTAIOT BBICOKYIO 3()(EKTUBHOCTD, ONArOMPHUATHBIN MPOdUIH
6e3omacHoctr aTIIO-p n 3HAYMMOCTH JaHHOW TPYIIIBI HIpe-
MapaToB B COBPEMEHHBIX anroputmax jedenus UTIIuto oT-
Pa3smwIoch BO BKIIOUEHUH POMHIIOCTUMA U SITpoMOorara B
HAIIMOHAJIbHBIC CTaHAAPTHI JicucHus: 00bHbIX MUTII.

KasaHkoBa A.A.', CBupwH N.B."2, NapnHa J1.E.2, NeTpos B.1O.", JoHiow E.K.4,
Pasymosckuii A.l0.23, Anxacos A.b.23, JlaBpeHTbeBa W.H.!, lueHko E.A.", AreeHkoBa 3.B.

COBPEMEHHbDIE ACNEKTbI TEPAMUU TPOMBO30B Y AETEIA.
CMHOPOM BAJAA-KUAPU: TPAHCIIJIAHTALUA NEYEHN

'TBY3 «Mopo30BcKas AeTcKan ropoackasn KnmHuyeckas 6onbHuLa» lenaptameHTa 3apaBooxpaHeHna MocKBbl,
119490, r. MockBa, Poccus; 2FrbOY BIMO «Poccninckmnin HauioHanbHbIN NCCeaoBaTeNbCKNN MeANLIMHCKIIA
yHuepcutet um. H.M. Muporosar, 117997, r. Mockea, Poccus; 3IBY3 «[leTckan ropofcKas KnnHmyeckas 6onbHNLA
N2 13 um. H.O. OunatoBa» JenaptameHTa 3apaBooxpaHeHuns Mockssbl, 123001, r. MockBa, Poccus;

‘OIBY «Poccuinckas geTckaa KnnHnyeckas 6onbHuua» Munsgpasa Poccum, 117997, r. Mocksa, Poccus

Cunnpom bagna—Kuapu (CBK) — 3aboneBanue, xapakrepu-
3ylolieecs HapylIeHHeM BEHO3HOTO OTTOKa M3 MEYEHH BCIIE/I-
CTBHE TPOoMOO3a MEYCHOUHBIX BEH. YacToTa BCTPEIaeMOCTH
B nonyisiiuk 1:100 000. KnuHMYecKH 3HAYUMBIM SIBIISIETCS
TpoM0OO03 KaK MHHUMYM JBYX BeH. Y 75% OONBHBIX OTSroOIIe-
Ha HaCJIEACTBEHHOCTH 10 TpoMO03aM. OCHOBHBIMHU T€HETHYIE-
ckumu (axropamu, npenpacnonaratommmu k CBK, cuntaror
mytanuu ¢paxropa V Jleinen (F5S), daxropa II (F2) G20210A,
nHrHduTOpa akTrBaropa mrasmuaorena (PAI-I) 5G/4G n metu-
nenterparuapogonarpenykraszsl (MTHFR) C677T.

Hean padorel. Beibop merona tepanuu npu CBbK c yue-
TOM NTPOTHOCTHUYECKHX (DaKTOPOB.

Marepuanasl u Metoabl. HabGmonamu 7 neteit ¢ CBK ¢
ACIIUTOM, YMEPEHHOW TMIepOnInpyOHHEMHEH, THITONPOTEH-
Hemmuel, pepmeHTemMueit, 6e3 TepMIUHATBHOHN ITEYEHOYHOH He-
JIOCTAaTOYHOCTH MPH NOCTYIUICHUH. 3 OOJIILHBIM ITAHUPOBAIIN
nepecasky NedeHu. 4 marueHTaM MPOBEACHO MCCIEAOBaHUE
monMMophr3MoB TpoMOoHIHH, y 7 OICHUBAIHM COCTOSHHE
€CTECTBEHHBIX AHTHUKOArYJISTHTOB, NPOBOJMIM IOUCK aHTHU-
¢dochonmumunnoro cunapoma (ADC). Teparnus BkiIrOUana
KPYIIIOCYTOUHYI0 HH(]Y3UI0 HeppaKIMOHNPOBAHHOTO Tema-
pPHHA C IEPEeXOJ0M Ha TOJKOKHOE BBEICHHE HHU3KOMOJIEKY-
nspHoro remapuHa (HMI), Tpancdysnu cBexe3aMOpokeH-
HOW TUTa3MBI, mpenapaToB nporenHa C u anTuTpoMOmHa 11,
UCIIOJIb30BAHKE IeNaTONPOTEKTOPOB U JINYPETHKOB.
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Pe3ysibrarhbl U 00cy:x1eHue. Y 4 OONbHBIX BBHISIBIECHBI MyTa-
n PAI-I (romo- Wiy reTepo3uroTHele BapuanThl), FS (romosu-
TOTHBIA BapHuaHT), monmumoppmsmel MTHFR. [lepurmT aHTHKO-
aryJsiHTOB Ha CTapTe Teparvu BbISBICH y BceX 0obHbIX. ADC
JIMarHoCcTHpoBaH y 2 60s16HbIX. Ha one iedenust ynanoch Kymnu-
POBAaTh OTEUHBIN CHHAPOM (y BCEX), JOCTUTHYTh HOPMAIN3aIlHN
MIEYCHOYHBIX MOKa3atenel (6 neTei), pekaHaIu3ary eYeHoq-
HBIX BEH M HIDKHEW ToJoi BeHbl (y Bcex). B Hacrosmmit mMo-
MEHT UMeeTcst TH(OPMAIIMH O COCTOSTHUY 3/I0POBbsI 5 OOMBHBIX.
bosnbHoit ¢ pedpakrepubiM TedeHreM ADC ymep. OcraiibHbIe
OOJIBHBIC MOJYYalOT aHTUKOATY/SIHTHYIO TEpPAITHIO MOCTOSHHO,
MPEUMYIIECTBEHHO AaHTUKOATYJISIHTAMU HENPSIMOTO IeHCTBUS. Y
1 pebeHKa CTabUIIBHOTO KPOBOTOKA I10 HIYHTY YIaj0Ch JOOUTHCS
TONBKO ¢ ucronp3oBanneM HMI. Ha oHe neuenus napacranus
MOPTaJbHOW THMIIEpPTEH3UU He oTtMmevaercs. Ilopro-kaBanbHOE
IIYHTUPOBAHHE BBIOJIHEHO Y 4 OOJBHBIX, 3 MalMeHTaM XUPYp-
THYECKOE JICYEHHE He OTPeOOBATIOCH.

3akouenne. MeqUKkaMeHTO3HOE JICYEHHE TpoMOo3a Tede-
HOYHBIX U HIDKHEW mosoi BeH y aereit ¢ CBK 6e3 TepmuHamb-
HOM TNEYCHOYHOM HEOCTATOYHOCTH 3(P(EKTHBHO, OCOOCHHO HA
PaHHHUX CpoOKax pa3BHTHs 3a0oreBanHus. [1o3mHAS AmMarHocTrka
MOKET TIPUBOUTH K Pa3BUTHIO M3MEHEHHUH, TPeOyIOIUX XUpyp-
ruueckoit Koppeknuu. [Tocie dopMipoBaHus OPTO-KaBAILHOTO
aHACTOMO3a Y OONBHBIX COXpaHIETCs TIOTPEOHOCTH B ITUTEIILHOM,
BEPOSITHEE BCETO, [IOKU3HEHHON aHTUKOAryJIIHTHON TepariHy.
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Knacoea A", Oxmat B.A.", Bacunbesa B.A.!, Monosa M.0.2, Kanopckas T.C.3, CeewHunkoa 0.B.?,

KannaHos K.[1.°, Toponosa W.10.%, Cononoga II'7, 3arockuHa T.I.8, Menkosa K.H.%, KopobuupbiHa O.B.™,

JNapwnoHosa B.B.°, borgaH T.A.", KptoukoBa W.B."?, AcnanaH K.C."}, Motopun [.B.™, Mpuctyna A.C."5,
BnoxuHa E.B.'®, CkopoboraTosa E.B.”7, Poccues B.A.'8, NaposnyHmkoBsa E.H.", CaBueHko B.I

WHBA3UBHbIE MUKO3bl Y BOJIbHbIX OCTPbIMU JIENKO3AMMU
Ny PEUMMUEHTOB FrEMOMO3TUYECKUX CTBOJIOBbIX KJIETOK.
PE3YJIbTATbl MHOTOLLEHTPOBOIO MPOCNEKTUBHOIO
HABJIIOQATEJIbHOIO NCCJIEAOBAHUA B POCCUMU (RIFI)

'®OIBY «femMaTONOrMyecknin HayuHbI LeHTp» MuHagpasa Poccun, 125167, r. Mocksa, Poccus; 2HUW petckoin oHKoso-
rmm, rematonorum v TpaHcnnantonoruy um. PM. Topbauesoin NBOY BIO «Mepsbin CaHKT-MeTepbyprckuii rocyaap-
CTBEHHbIN YHUBepcuTeT UM. akag. V.M. Masnoa» MuH3gpasa Poccum, 197022, r. CaHkT-MeTepbypr, Poccus; *rbY3
MpKkyTckaa opaeHa «3Hak MoyeTa» obnactHana KnvHuyeckas 6onbHuUua, 664049, . pkyTck, Poccus; “ObnacTtHoi re-
MaTonornyeckni ueHTp CBepAnoBCKON 06acTHOW KnnHuyeckor 6onbHmubl N1, 620102, r. EkaTepurHbypr, Poccus;
STBY3 «Bonrorpafckmii 06nacTHON KAVHUYECKNIA OHKonormuecknii gucnaHcep Ne1», 400138, r. Bonrorpag, Poccus;
°I'bY3 fipocnaBckoi obnactn «O6nacTHas KnnHuyeckas 6onbHuLax, 150062, r. Apocnasnb, Poccus; "OrbY «Depepans-
HbI HAyYHO-KJIMHNYECKMI LIeHTpa AETCKOW remaTosiornm, OHKoorum n ummyHonorun um. 1. Porayuesa» MuHsgpasa
Poccun, 117997, r. Mocksa, Poccus; *BOTBYH «KnpoBcKnin HayuHO-UcCnefoBaTeNbCKUN MHCTUTYT reMaTonorny v ne-
penuBaHua kposu» ®MBA Poccun, 610027, r. Knupos, Poccus; *OIBY «PoccnMncknin OHKONOrMYecknii HayyYHblin LEHTP
um. H.H. BnoxunHa» MuHsgpasa Poccun, 115478, r. MockBa, Poccus; 'TBY3 «YenabuHckas obnactHas KnnHMYecKas
6onbHULa», 454076, Poccus, 1. YenabuHck, Poccusa; 1'BY «CypryTckas oKpy»KHas KMHMYeckasn 6onbHmLay, 628408, r.
CypryT, Poccus; »OrHY «HayuHo-nccnepaoBateibCKUin MHCTUTYT GyHAAMEHTANbHOW 1 KIMHUYECKOM UMMYHOSOT N,
630099, r. HoBocnbupck, Poccus; *IBY Poctosckoi obnactu «ObnactHas feTckas KimHuYeckas 6onbHuLa», 344015,
2. Pocmos-Ha-/fJoHy, Poccus; *®I'BY «CeBepo-3anafHbii defnepanbHbii MEAULNMHCKUN NCCefoBaTeNbCKUN LIEHTP M.
B.A. Anma3soBa», 197341, . CankT-NeTepbypr, Poccusa; *IBY PasaHckon obnactn «O6nactHaa KNMHMYeckaa 60nbHN-
ua», 390039, r. PsazaHb, Poccus; '*OIKY «LleHTpanbHbI KnHMYecKnii BoeHHbIl rocnutans OCB PO», 123182, . Mo-
ckBa, Poccna; "OIBY «Poccuniickan AeTckan KnMHuYeckas 6onbHuua» Munsgpasa Poccun, 117997, r. Mocksa, Poccus;
[BY3 «Camapckas obnacTHas KvHuyeckas 6onbHuua nm. B.[l. CepepaBuriHa», 443095, r. Camapa, Poccua

WHuBa3uBHBIE MUKO3bI — OJHO M3 BEAYIIUX HH(EK-
LIMOHHBIX OCIIOKHEHHH MPH pean3ali COBPEMEHHOM
MIPOrpaMMHON XMMHUOTEpanuy y OONBHBIX TeMOo0IacTo-
3aMHU.

Lesab paGoThl — H3yYUTh YACTOTy MHBA3UBHBIX MU-
k030B (M) y OONBHBIX OCTPBIMH MHUEIIOWIHBIMA JICH-
ko3amu (OMJI), ocTpbiMu TUMGOHUTHBIMU JIEHKO3aMHU
(OJUJI) m y peIMnMeHTOB TeMOMIO3THIECKUX CTBOJIOBBIX
knetok (I'CK).

Marepuaasl u wmetoabl. lccaenoBanue RIFI
(NCT01519648) ob110 mpoBeneno ¢ ¢espains 2012 mo
Mmapt 2014 r. B 19 nentpax Poccun. Hactory UM (noxka-
3aHHBIN, BEPOSITHBIN, BO3MOKHBIN — Kpurepun EOTRC/
MSG, 2008) onlennBaim B TeueHUE 6 MecC.

PesyabraTbl. B uccnemoBanue ObUIH BKIIOUCHBI
808 GompHBIX, 13 HUX 306 OBLTH TOCIIE TPAaHCILJIAH-
tarmmu ['CK (168 aytonormunbie ['CK u 138 ammo-
reaubie ['CK) u 502 GONBHBIX OCTPBIMH JIEHKO3aMU
(B3pocubie; 262 60nmbHBIX de novo OMJL, 111 6GonbHBIX
OJIJL, 42 6onbubIx ¢ peauauoM OMII u 18 601bHBIX
¢ peuunuBoM OJIJI; netu: 23 — de novo OMJI u 46 —
OJIJI). Yacrora UM y peuunueHTOB alJOTCHHBIX

I'CK cocraBuna 14,5% npotus 4,2% y peluunueHToB
ayromoruuubeix I'CK (p = 0,002; OI 3,9), maBa3us-
HbIi acnepruies (MA) 6y 23 uz 27 UM. VY B3poc-
ne1X O00bHBIX ¢ de novo OMJI u OJIJI wactora UM
osuta 16,4% u 9% cootrBercrBenHo (p = 0,00), ¢ mpe-
obnamanveM MHBAa3UBHOTO acrnepruiuieza mpu OMIJI B
cpaBaennu ¢ OJUJI (12,2% mnpotus 4,5%; p = 0,02;
OMI 3). UM 6buu y 23,9% OONBHBIX C PEIUIUBOM
OMJI u y 5,6% c peuunuBom OJIJI. V nereit ¢ OMJL
UM pumarnoctupoBanu y 43,5% (y 8 u3 10 Bo3Mox-
veii UA), ¢ OJIJI — y 6,5%. Cpenu 65 cimydaeB 10-
Ka3aHHOTO U BeposiTHOro M pacmpezaeneHue ObLIO
cnenytomee — UA y 67,7%; UM, BeI3BaHHBIC NPYTH-
MH TIJIECHEBBIMH U IPOAOKEBBIME Tpubamu —y 15,4%
n 18,5% cooTBeTCTBEHHO.

3akmouenne. UM nipeobmamany y 6ompHEIX OMJI 1
y peuunuentoB ajuioreHHbx I'CK 3a cuet ciyuyaeB UA.
Yacrora UM y B3pocasix u y aereir ¢ OJIJI Opima co-
noctaBuMoM. Beicokyro wacrory UM y nereit ¢ OMJI
MOXXHO OOBSICHUTH CYLIECTBYIOLUIMMHU TIpoOIeMaM B
quarHoctuke MA 1 HeOOoIbIION Ipynol BKIIOYEHHBIX
OOJIbHBIX.
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Kopobosa A.l., XpynbHoBa C.A., Knacosa lA.

FEHOTUNUPOBAHUE SHTEPOBAKTEPUW C NPOAYKLVMEN B-IAKTAMA3 PACLUU-
PEHHOIO CNEKTPA, BbIAEJIEHHbBIX U3 TEMOKYJIbTYPbI U CO CZIN3UCTOW OBO-
NIOYKN NPAMON KULLKW, Y BOJIbHbIX C 3ABOJIEBAHUAMU CUCTEMbl KPOBU

OIBY «femaTonornyecknin HayuHbli LeHTp» Munsgpasa Poccuu, 125167, r. MockBa, Poccua

Benyumimu Bo3OynmutensiMu cericuca y OOJBHBIX TeMO-
6macTo3aMu SABISIOTCS dHTepoOakTepuu. TpaHCIOKaHsI UX B
KPOBOTOK IPOMCXOANT, KaK MPaBUIIO, CO CIM3UCTON 000I0YKH
KHIIeyHuKa. B nocnennee BpeMs Bo3pocia A0JIs BbIACICHUS
13 TEMOKYIBTYPBI SHTEpOOAaKTEpHii C MpoxyKune B-makramas
pacmmpenHoro cnektpa (3-bJIPC).

Heas padorsl — npoBectu reHorunuposanue O-BJIPC,
BBIJICTICHHBIX U3 TEMOKYJIBTYPBl M CO CIHM3UCTOH OOOIOYKH
MPSIMON KHINKH OOJIBHBIX.

Marepuansl 1 MeToibl. B npocnekTuBHOE Hccaen0Ba-
aue (2013-2015 tr.) ObUIM BKITIOYEHBI OONBHBIC C OaKTEpH-
eMHel, BBI3BAHHOW JHTEPOOAKTEpHSIMHU. Y ITHX OOJIBHBIX B
TedeHne 1-3 cyTOK mocie MOJIyYeHUs] TeMOKYJIBTYPhI Opasn
Ma3KH CO CIM3UCTON OOOJOUKM MPSMOI KUIIKHU ISl BBISBIIC-
uust kostonu3armu D-bJIPC. Jlerekiuio BJIPC npoBoauiu ¢e-
HoTUIMUYecKuMu merogamu. /g renorunupoanus I-bJIPC
ucnone3oBanmu mMeton ERIC-TIIP. Pesynsrarsl reHOTHTIHPO-
BaHMs oneHuBanu B nporpamme Gell v.1.3 ¢ nomormsio an-
TOpPUTMa CpPaBHEHHs HEB3BEIICHHBIX IIONAPHBIX CPEIHHX.
[tammer 3-BJIPC canTanm reHeTHYeCcKH HACHTUYHBIMA TIPH
koadduimente cxoncrea (KC) or 80% u Gosnee.

Pesyabrarnl. [IpoBenen ananmusz 89 ciyuaeB Oakrepue-
MHH, BO3HHUKINECH y 82 OOMBHBIX, M3 HAX y 5 OONBHBIX OBLIO
HEOJTHOKPATHOE BBIZICJICHUE OakTepuil ¢ MHTEpBajioM B 1-9
Mmec. Beero 66wt Beiiesien 91 mramm sHTepobaktepuii (E.coli
n =51, K.pneumoniae n = 23, npyrue n = 17). IIpoxykuus

BJIPC Obma onpenenena y 19 (21%) uzonsiroB (E.coli n =
11, K. pneumoniae n = 8). I'enernaeckn naearnaabivu (KC
100%) Ob111 TOIBKO J1Ba M30Js1Ta E. coli, BbIIENEHBIE OT OJJHO-
ro namuenta ¢ uurepsasioM B 2 mec. KC cocrasmsin 51-68% y
ocraneHbIX O-BJIPC.

VY Bcex 6onbpHBIX ¢ OaxTepueMueil, Bei3BaHHONH D-BJIPC
(n = 19), ObUTa KOJIOHU3AIUS CIIU3UCTON OOOJOYKH TPSMOU
KHIIKA WASHTUIHBIME TIo Buay mpoxayrentamu BJIPC. On-
HAKO I'€HETHYECKOE CXOACTBO Y HM30JIATOB, BBIIEJICHHBIX M3
TEMOKYJIBTYPBI M CO CIIM3HCTOI 000JIOUKH KHIIEYHUKA, OBLIO
TTOATBEPKICHO TOMBKO ¥ 5 (26%) 13 19 GOIBHBIX.

He Obuto 3aperucTpupoBaHO HU OJHOTO Cliydas Oakre-
puemun, oOycioBieHHoi J-BJIPC, y 60ombHBIX 0€3 KOJOHU-
3anun kumeynnka npoxyreraTamMu BJIPC. IMonokwurensHoe
U OTPHLATENBHOE TPOrHOCTUYECKOE 3HAUCHNE KOJOHH3ALUH
cim3ucthix obonouek D-BJIPC B pasBuTHn OakTepueMun, BbI-
3BanHoi D-BJIPC, cocraBuino 70% u 100% coOOTBETCTBEHHO
(»<0,01).

3aknodenue. [Ipu renorunuposanuu O-BJIPC, Beraenen-
HBIX U3 TEMOKYIBTYPHI OOMBHBIX, OBIJIO BBISBICHO TCHETHYEC-
CKOe pa3HooOpa3ue M30JATOB. [ eHeTHueckass UACHTHYHOCTh
O-BJIPC, BBIIENEHHBIX U3 TEMOKYJIBTYPbl U CO CIM3HCTON
00O0JIOYKH KHUIIEYHHKA, Obl1a y 26% OonbHBIX. OTCyTCTBHUE
KOJIOHM3AIMU CIIM3UCTON 0005104KH TpsiMoii kuiiku D-BJIPC
MI0Ka3aJI0 BBICOKOE OTPHILATEIBHOE MPOTHOCTHYECKOE 3Have-
HHE B OTHOIICHNH OakTepreMuu, o0ycioBinenHoi D-BJIPC.

Ky3Heuoga M./., MenuksiH AJ1.,, Cybopuea W.H., LabannHa A.A., NNaroga O.B., YeueTknH A.O.,
Mepgeges P.b., TaHawsaH M.M.

OCOBEHHOCTU LLEPEBPOBACKYNIAPHON NATONIOI MU
NP MUENONPOJIMOEPATUBHbIX 3ABOJIEBAHUAX

OIrBHY «HayuHbiln LeHTp HeBponorum», 125367, r. MockBa, Poccusa; OIBY «femaTonornyeckuin Hay4Hbin LeHTp»
Mwun3gpasa Poccum, 125167, r. MockBa, Poccusa

[Ipu muenonpommdpepaTuBHbIX 3aboneBannsax (MII3) mo-
BPEXJICHHE CTEHKH COCY/a, 3aME/JICHUE TOKA KPOBH, TOBBI-
IIIEHNE CBEPTHIBAEMOCTH KPOBH ITPUBOAAT K BO3ZHUKHOBEHHIO
TpoMOO030B, HIIEMHUN U PA3BUTHIO LEepPeOPOBACKYIAPHBIX 3a-
6onesanwuii (L[B3). [To nanubeiM ureparypsl y 6onbHbIX MIT3
PHCK BOBHUKHOBEHUS COCYIUCTBIX OCTIOKHEHHUH B BU/IE TPOM-
6030B B 5—7 pa3 BhIIIe, 4eM B 00mIeH momymsain. Mexanum
pa3Butus LIB3 y 60nbHbIX MII3 cr1o’KHBIH, KpOME XOPOILIO U3-
YUEHHBIX MEXaHHM3MOB, CYIIECTBYIOT JIOTIOJHHUTEIBHBIE (ak-
TOPBI PHCKA.

Lenn pa6oTsl — BhIsIBICHNE (HAKTOPOB PUCKA Pa3BUTHS Ha-
pymienuii Mo3roBoro kpoBoodparenust (HMK) y 6ombaerx MIT3.

Marepuajabl ¥ MeTOAbI. B nccrienoBanne BKIIOYCHEI §3
6onbHbIX MII3, nabmonasmmuecs ¢ 2013 mo 2015 . CoorHo-
meHue My xuus/xeHuH 1:1,7 (37%:63%). Cpeannii Bozpact
45 (20-58) mer. [Imarno3 MII3 ycTaHOBIEH Ha OCHOBaHHU
kputepues BO3 (2008): 3T — y 33(39%) 6onbubix, UIT —y
32(40%), [IM® —y 18(21%). Bcem mammenTam npoBe/ICHBIL:
MPT romoBHOTO MO3Ta, YIBTPa3ByKOBas MaH)KeTOUHAs Mpoda
(V3MII), ouienka arperamuu Tpomo6oiutoB (AT), arperanuon-
HBIX U Ie()OPMAIMOHHBIX CBOWCTB SPUTPOLIUTOB.

Pe3yabrarnel n odcy:xkaenune. Y 70(83%) OonbHBIX OTMe-
4anoch XxpoHuueckoe teucHue [[B3, Hanbonee 4yacTo BbIsIB-
ek acteHndeckuit (92%) m nedanrudeckuii CHHAPOMBI
(72%). BectuOynsipable paccTpoiicTa BbIsIBIEHB y 17(20%)
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OONbHBIX, JIBUraTesbHbIE paccTpoiicTBa — y 12(15%), uys-
CTBUTENbHBIE paccTpoiicTBa —y 14(17%). HeBponornueckue
mposiBiieHUs y 55(53%) OOMBHBIX acCOMMUPOBAIUCH C OYAro-
BBIMH W3MEHEHUSMH BEIIECTBa TOJOBHOTO MO3ra, U3 HUX 13
6onpHBIX TiepeHecu octpoe HMK. ¥V Bcex GOIbHBIX BbISIB-
nero cHwkeHne AT. Y OompHbIX DT cKOpOCTh MONTHOM 1e3a-
rperanu TpoM6ouuToB (p = 0,006) 1 CKOPOCTH POpMUpPOBa-
HUS SPUTPOLIUTAPHBIX TPEXMEPHBIX arperaToB YBEIMUYCHBI. Y
oonpHEIX, mepeHecmx HMK, mokasarens mpedopmupyemo-
CTH SPUTPOIUTOB OBUI CHIDKEH 110 CPAaBHEHUIO C OONBHBIMU
6e3 HMK. Ilo nanubiM Y3MII y 52 (61%) GosbHBIX 0OHApY-
JKCHA TUCHYHKIUS YHIOTEIIHSA, IPHYEM HAaNMEHBIIIAsl CTCIICHb
Ba30IMIIATHPYIOICH aKTUBHOCTHU OBbIIa XapaKTepHa I 00JIhb-
HBIX C MepeHeCeHHBIM HHCYIBTOM (p = 0,011).

3akiaouyenue. bonsusie MII3 B 17% ciyuyaeB umeroT
ACHIMITTOMHBIE 0YaroBbIe N3MEHEHHS TOJIOBHOTO MO3Ta, YTO B
OTCYTCTBHUE COIYTCTBYIOLIEH COCYQMCTON IAaTOJOTUU IO3BO-
JISIET TOBOPUTH O BEAYILEH PO FeMOPEOIOrHUECKON COCTaB-
JISIIOLIEH B MaTOTEHE3€ ITUX U3MEHEHUH. YBEIMUEHUE CKOPO-
CTH Je3arperalnyy TPOMOOIIMTOB, CKOPOCTH (POPMUPOBAHUS
SPUTPOIUTAPHBIX TPEXMEPHBIX arperaroB CBUICTCIBCTBYIOT
00 afeKBaTHOM MPOBOANMON Tepanuu. VI3MeHeHns TiacTiy-
HOCTH 3PUTPOLMTOB M JUCQYHKLHUS SHIOTEIHS TOBOPST 00
AKTUBHOM yYaCTHH JaHHBIX KOMIIOHCHTOB B pasputuu HMK
y 6ompHBIX MII3.
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NMPUOBPETEHHAA AMNTACTUYECKAA AHEMUA:
MOXHO JIN YNYHYLUNTDb PE3YJNIbTATbI JIEYMEHUA B 2016 1.7

HWW pgetckon oHKonorum, rematonorum n TpaHcnnadtonoruy um. P.M. fopbauesoin FBOY BINO «MepBbii CaHKT-
MeTepbyprcknin rocyaapCTBEHHbIN YHUBEPCUTET UM. akaa. WM. Masnosa» MuH3gpasa Poccun, 197022, r. CaHKT-
Metepbypr, Poccun

TpancrmanTanust amtoreHHoro xoctHoro mosra (TKM)
1 KOMOWHUpOBaHHAs UMMyHocynpeccuBHas Teparus (UCT)
OCTAIOTCsl CTaH/IAPTaMU JICYCHUs] TPUOOPETEHHOM aracTu-
yeckoil aHemun (AA). JnntenbHas oOmas BBDKHBAEMOCTH
(OB) Ha coBpemenHoOM dTarie gocturaeT 80% Ipy 3HAIUTEIb-
HoM npeumyIiectBe TKM B 6eccoOBITHITHON BBIKMBAEMOCTH
(BCB).

Leap padoThl — ONTHMHU3AIUS PE3YIABTATOB JCUCHU AA
Ha OCHOBE PUCK-aJalTHUPOBAHHON CTPAaTeruM, BKIIOYAIOLIEH
TKM 0T poACTBEHHOr0, HEPOJCTBEHHOIO U ralyIOUICHTUYHO-
ro 1oHOpa, koMOnHNpoBaHHY0 UCT 1 HOBBIE areHTHI.

Marepunansl 1 MeToAbl. [IpOCIIEKTUBHBIE U PETPOCHEK-
tuBHble uccineaoBanuss TKM u UCT npu AA, ananu3 He-
MOCPENCTBEHHON 3((EKTUBHOCTH M OTJAJICHHBIX HCXOOB,
UIACHTU(HUKALNS POTHOCTHYCCKUX (DakTOpoB, pa3paboTka
aNropuT™Ma PHUCK-aJaNTHPOBAHHON Tepanuu, BHEIPEHUE HO-
BBIX areHToB. B ananm3 BkmoueHs! 6omee 400 60mbHBIX AA.

PesyabraTel u o0cy:xkaenue. Poncreennas TKM B 1-it
auHUM obecrieunBaeT HamBbIcIIUi ypoBeHb OB n BCB npu
Tsokenod AA (80-90%). OB npu TKM ot HepoacTBEeHHOTO
JIOHOpa B TPYIINE TSHKENO MPEAJICYCHHBIX OONBHBIX pedpak-
TepHOH AA coctasisier 53% 1 MOXeT OBITh HOBBIIIEHA TIPU
cokpameHuu cpokoB 1o TKM, onTumuzanuu HOpenrpaH-
CIUTAaHTAIIMOHHOM TEpanuy, PeKUMOB KOHAUIIMOHUPOBAHNS U

npodunakriku PTIIX u pa3BuTHn mporpaMmbl HEPOICTBEH-
Horo noHopctBa B Poccun. HemocpenctBenHast 3¢ ¢exTus-
gocth UCT B HOCTMIKEHMH IeMaTOJIOTMYECKOTO OTBETA HO-
cruraer 75%, uro obecrieunBaer 75-80% OB. Oxnako npu
npoBenennn MCT coxpansercs mpobiema paHHEH JeTaib-
HOCTH ¥ pe(paKTEPHOCTH, a OTJAJIICHHBIC PE3yIbTaThl PE3KO
ycrynaror TKM mo yposaio BCB (32%), BeitenctBue pa3Bu-
TUSL PEUINBOB (KyMynsiTHBHas dactora 22%), MIAC/OMJI
(8%) n remonmutnyeckoit [THI™ (18%). [Ipenukropamu orBeTa
Ha VICT sBnAI0TCS KOHLEHTPALUS PETUKYIOLUTOB U HAJINYKE
kiona [THT, panneil neTajbHOCTH — KOHLIEHTpALMsl HEUTPO-
¢unoB menee 100 kn/mki. Puck-agantupoBaHHas crparerus
obocHoBbeiBaeT TKM OT anbpTepHaTHBHOTO JOHOpA B paHHUE
cpoku. [ToBermmenne orBeta Ha MCT MoxeT OBITH CBSI3aHO
C HCIONB30BAHMEM AaroHHCTa peLenTopa TPOMOOIIO3THHA.
ViryunieHue nporuo3a Npu pa3BUTUU TKEIOW TeMOTUTHYE-
cxoii [THI' oGecrieunBaeT TapreTHas Tepamus WHTHOHUTOPOM
KOMITJIEMEHTA, B TOM 4yHucIe I moaroroske k TKM mipu BbI-
pa’k€HHOH KOCTHO-MO3TOBOM HEJJOCTaTOUHOCTH.
3akmiouenue. [lampHenmmii mporpecc B 1edeHUd AA MO-
KeT 0a3upoBaThCS HA paHHEM MpoBeAeHUH ajutorenHoi TKM
0T HEPOACTBEHHOI'0 WX FaryIONIEHTUYHOTO TI0HOPA, UCHIONb-
30BaHUM PHCK-aJIallTHPOBAHHON CTPATE€rWu, ONTHMH3ALUH
COTIPOBOJUTEIHHON TEpaniy U BHEAPESHUHN HOBBIX ar€HTOB.

Jlomos H.A.'?, Pybuos M.A."?3, Pa3uH C.B."** Aposas O.B.>*

NMPOCTPAHCTBEHHAA MOBWJIbHOCTb NOBPEXAEHHbIX TEHOB AMLT A MLL
KAK MPEAMNOCbHINIKA BOSHUKHOBEHUA BTOPUYHbIX JIEMKO30B

'Kadenpa monekynapHoi 6ronoruv MY um. M.BJTomoHocoBa, 119991.r. Mocksa, Poccus; 2Laboratoire International

Associe N°1066 Laboratoire Franko-Russe de Recherche en Oncologie» Villejuif, France-Moscow, Russia; *Otaen

ynpaBneHva NHHOBaLMOHHON faeAaTtenbHocTbio NBOY BIMO «Mepsbii MTMY um. .M. CeueHoBa» MuH3gpasa Poccun,
119991, r. Mocksa, Poccus; “OBI'YH «MHcTutyT 6ronorum reHa PAH», 119334, r. Mocksa, Poccua

B Hacrosiee Bpemst B XUMUOTEPAIIUY LIUPOKO UCIIONb-
3ytoT uarHOuTOphl JIHK-Tomonzomepassl 11 (Tomonszome-
pasHbIe S/bl), KOTOpble MPHUBOAAT K 00pa30BaHHIO OOJb-
LIOr0 YHclia JByLenovyeyHbx pa3pbsiBoB B JIHK aktuBHO
JETSIIUXCST PAKOBBIX KJIETOK, BBI3bIBas WX TuoOenb. On-
HAKO JACUCTBUIO TaKUX SA0B IOABEPratoTCs TAKOKE U IpY-
rUe KJIETKU OpraHu3Ma, B YaCTHOCTH, CTBOJIOBBIE KJIETKH
KpoBH. Pe3ynbraToM Takoro BO3AEMCTBHSI HEPEAKO SIBIIS-
€TCsl pa3BUTHE Y OOJNIBHBIX TaK Ha3bIBAEMBIX «BTOPUYHBIX)»
neiko30B. [Ipeanonaraercs, YTO MPUUYUHON TAKHUX MOCIE-
CTBUHM CIYXHUT pernapanus JBYXLENOYEUHBIX pPa3pbIBOB
JHK mo mexaHn3My HETOMOJIOTHYHOTO COSAMHECHHS KOH-
1I0B, KOTOpas IPUBOIUT K COEAMHEHUIO KOHLIOB pa3pbIBOB,
MPUHAATIEKAIINX Pa3HBIM XPOMOCOMaM, (OPMHUPOBAHUIO
XUMEPHBIX TEHOB.

Leapb pa6orbl. Vimes 1eb10 BBIABUTH BO3MOXKHBIH Me-
XaHMU3M BO3HHMKHOBEHMs TPAHCIIOKALMKA C y4acTHEM MpO-
TOOHKOTEHTeHOB AMLI v MLL, MBI OTIpEACIUIN 9acTOTy
UX TOBPESKACHUS (pa3pbBa) B KIETKaX, ITOABEPIIIMXCS
JICCTBHUIO 3TOMO3WIa U MPOAHAIU3UPOBAIH PACIIOIOKE-
HHUE TAKUX «Pa30PBaHHBIX» T€HOB OTHOCUTEIHHO HECYIIUX
JTaHHbIE TeHbI XPOMOCOMHBIX TEPPUTOPHIL.

MarepuaJjbl 1 MeTobl. B KauecTBe MOJeNIM Mbl HC-
MOJTb30BaANI KyNbTypy Kietok Jurkat. Kimetku oGpabarbi-
Banu stono3unoM (0,17 MM, 60 MuH), BHYTpHUsICpHOE

PAcIIONOKCHNE TEHOB ONPENEISUIN METOIOM TPEXMEPHOU
dimroopecuenTHOl rudpuananuu in situ (3D FISH) ¢ uc-
MOJIb30BAHMEM JIBYLIBETHBIX TepeKphiBatonuxcs («break-
aparty) npod g AMLI v MLL u ruOpuan3alliOHHbBIX
po6 Ha tepputopun 21 u 11 xpomocom. KoHpokanbHbie
n300pakeHHsT TPEIapaToB IOABEPTald TPEXMEPHOI pe-
KOHCTPYKIIUM W KOMITBIOTEPHOW 00padoTKe, MOocie Yero
MIPOU3BOIIIN aHATTU3 PACCTOSHHI MEXK/Ty CUTHAJIAMHU.

Pe3yabTarsl 1 o0cy:xkaeHne. B pesynsrare 00paboTKH
kneTok Jurkat aronozunom 1o 5% amneneii renoB AMLI u
MLL oxa3pIBarOTCsl «pa30pBaHHBIMI — (PIIAHKU Pa3pHIBOB
pasHeceHHBI B MpoCTpaHcTBe sinpa. Ilpu aToM pasopBaH-
Hble aiienu B 1,5 pa3a vaie JeTeKTUPYIoTCs 3a Mpeena-
MH COOTBETCTBYIOIIIMX XPOMOCOMHBIX TEPPUTOPHI HEMXKe-
M He pasopBaHHble. UHrnOupoBanue Rad51 nmm Mrell
HE MEHSET JaHHOTO COOTHOIIECHHUS.

3akmiouenne. [lo Bcell BHOUMOCTH, MMEHHO ITOBBI-
IICHHAsT MOOWMJIBHOCTh «pPa3OpBaHHBIX» TeHOB AMLI wn
MLL moxeT o0yCJIOBIMBATh X KOHTAKT U COCAMHEHHUE C
MOBPEXKICHHBIMU T€HAMH, JISKAIIUMHU Ha JPYTHX XPOMO-
coMax, W TNPUBOJUTH K BO3HUKHOBEHMIO JICHKO30TEHHBIX
XPOMOCOMHBIX TPaHCJIOKALUK.

Paboma 6vina evinonnena npu uacmuuHol QuUHAHCOB01
noooepocke  PODOU  (epanmvr  14-04-93105-1[HUJI a,
15-54-16007-HL{HHUJI a) u PH® (npoexm Ne 14-24-00022).
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MPUMEHEHUE MYJIbTUMOTEHTHbBIX MESEHXUMHbIX CTPOMAJIbHbIX KJIETOK
ANA NEYEHNA CEMTUYECKOIO LUOKA Y BOJIbHbIX B COCTOAHUU ATPAHYO-
LUTO3A

Lesan padoTbl — U3yuUTH 3P (HEKTUBHOCTH TPUMECHEHHUS
MYJIBTUIIOTEHTHBIX ME3E€HXHMHBIX CTPOMAJbHBIX KIETOK
(MMCK) B neuenuu centudeckoro moka (CII) y 6onmpHbIX
B arpaHyJIoONNTO3E.

MarepuaJjibl 1 MeTOAbl. B mpocnexkTiuBHOE paHaIOMU-
3UpOBaHHOE HccienoBanue BkitoueHbl 30 OonpHbIX ¢ CLI
B arpaHynonuTo3e. boipHbIe OBLIH paHIOMU3UPOBAHBI HA
KOHTPOJBHYIO Tpymiy (15 OONbHBIX), MOTYyYaBIIyIO CTaH-
naptayto Tepanuio CII, 1 MMCK-rpymnmny (15 00abHBIX),
NoJTy4aBlIyto cTaHgapTHyto Tepanuto CLI u onHOkpaTHOE
BBegenne MMCK B/B B mo3e 1-1,5 x 10° xi1/kr B miepBBIE
10 u CIII. Mcnons30Baiu METOABLI ONUCATEIBHOM CTaTH-
ctuku, meron Kamnana—Meiiepa. JlaHHble NpeCTaBlIEHb
B BUJIe MEAMaHbl, MEXKBapTUIbHOTO MHTepBaia (MKH).

Pesyabtarel. B 51% ciydaeB npu cemncuce oyarom
WHOEKINHN SBISUIaCh MHEBMOHUS, B 11% — nHpexmus
KpPOBOTOKA, B 8% — HeKpoTHdecKast sHTeponarus, B 4%
— MHOUUUPOBAHHBIN MOYEYHBIH TpaHCIUIAaHTAT, B 26%
ouar nH(peknun He ObUT Bepuduimposan. B 47% cimydaes
BBISIBIICHA TpaMoTpHIaTensHas Oakrepuemus, B 3,3% —
rpaMIoioKuTeabHas Oakrepuemus, y 2 (6,7%) O0IbHBIX
B KPOBU OJIHOBPEMEHHO BBISIBJICHBI IPAMITOIOKUTEIbHBIE

U TPaMOTpPULATEIbHBIC ITaTOreHbI, (yHremus Obuta y 3
(10%) 6ompHEIX, ¥ 10 (33%) GONBHBIX MATOTCHBI B KPOBU
He oOHapyxeHbl. B nens passutus CIII TsokecTs cocTos-
Hus OonbHbIX N0 mKane APACHE Il 3HaunMo He pasnu-
yanacb B MMCK-rpynmne u KOHTPOJIbHOH TpyIine — COOT-
BeTCTBEHHO 33,5 (26,2-36) 6amnos u 34 (27-36) Gamios.
B Teuenne meprona HaOMIOACHUS 3HAYNMBIX Pa3IHINiA B
6amnax mo mxane SOFA Mexay rpynnamu HE BbISBIIC-
HO. Onnako B MMCK-rpynne Ha cieayromuid 1eHb Mo-
cne BBegenns MMCK ymensbimnanacek pecnuparopHas (p =
0,009) u xapauoBacKyiIsipHas KOMIIOHEHTHI miKaibl SOFA
(» = 0,031). K 28-my nHio BeDKHMBaeMocTh B MMCK-
rpynne cocraBuia 60% (9 OonbHBIX), B KOHTPOJIbHOM
rpymre — 20% (3 6ompHBIX) (p < 0,05), NeTanbHBIC HC-
XOJIBI B KOHTPOJIBHOW TPYIINEe HACTYIAJIH paHbIIe, YeM B
MMCK-rpynne. HecmoTpst Ha 60nblyo — 28-THEBHYIO
BBDKUBAaeMOCTh, ciyctss 3 Mec B MMCK-rpynne u3 9
OOJIBHBIX OCTANIMCH KUBBI TOJIBKO 4, 5 yMEpIH OT IIOJINOP-
TaHHOW HEJOCTATOYHOCTH.

3axmouenue. [Ipumeneane MMCK npu CIII yBenu-
ynBaeT 28-1HeBHYI0 BbDKUBaeMOCTh (60% mpotus 20%),
HO HE BJIHSCT HA 3-MECSYHYIO BEDKHBAEMOCTH OONBHBIX.

Mapkosa W.B.', HamectHnkos 0.A.%2, CmupHoBa O.A.%, TonosuHa O.A.% AdaHacbes b.B.!, ManasH J1.M1.2

MHAUBUAYAJIbHbIV NOAXOA K NOABOPY A03bl U PEXXUMA BBEAEHUA
NMPEMNAPATOB LUYHTUPYIOLWLEN TEPAMUW NPU ONEPATUBHbIX
BMELLATE/IbCTBAX Y BOJIbHbIX UHTUBUTOPHOW ®OPMOW FTEMOOUNINN

"HUW peTcKo OHKOMOrK, reMaTonorim n TpaHcniantonorum um. PM. fop6auesoin FBOY BIMO «Iepsbiin CaHKT-
MeTepbyprcknin rocyaapcTBeHHbIN YHBepcuTeT M. akag. .M. Masnosa» MuH3gpasa Poccun, 197022, r. CaHKT-
Metepbypr, Poccusa; 2OIBY «Poccninickmnii HayYHoO-NCCNEeA0BaTENbCKUA MHCTUTYT remMmaTonornm 1 TpaHcdysnonorumy»
®MBA Poccun, 193024, r. CaHkT-MeTepbypr, Poccna

AnekBaTHas WHTpa- W TIOCJIEONEpalioHHas TeMO-
cTatudeckasi Tepanus OOJbHBIX MHTHOUTOpHON (hopMoit
reMo(WINN SBIISETCS CIOKHEHIIeH KITMHIYECKOH 3a/1a-
yeid. C MOMOIIBIO TPAJUIIMOHHBIX KIOTTHHTOBBIX U XPO-
MOTEHHBIX HE BCETJa yOaeTcs €€ PEelInTb, OCOOCHHO Y
OONBHBIX, MOTYYalOIIUX MPEenapaTbl «UIYHTHUPYIOIIETO»
JeWCTBUS, KIMHAYECKUH 3(h(EeKT KOTOPHIX OIperensier-
Csl KOMITJIEKCHBIM BO3JIEHICTBHEM Ha CHCTEMY CBEPTHIBA-
HUS KPOBH U COCYIMCTYIO CTEHKY, B OTIMYHE OT Teparnn
npenaparamu paxropos VIII u IX (OVIII u ®IX), xorna
reMOCTAaTHYECKUN TMOTEHIHAN OONBHOTO BOCCTAHABIU-
BAETCSl UCKJIIOUUTENIBHO B PE3YNbTaTe BOCIIOJHEHUS JIe-
¢unmra coorseTcTByromero ¢akropa. TecT reHepauuu
tpombunaa (TI'T) mpencraBisier coOoil abopaTOpPHBI
METOJI TI00ATFHON OIIEHKH CHCTEMBI CBEPTHIBAHUS KPO-
BU U TIO3BOJISIET ONPENENINTh HE TOIBKO BPEMEHHOMW, HO
1 KOJUYECTBEHHBIN 3((HEKT OT BO3AEHCTBUS ITYHTHUPY-
IOLIMX MPENapaToB Ha TeMOoCcTa3 OONbHBIX TeMOo(uIHen.

Lleqs pa6oThl — 1ath OOBEKTHBHYIO OIICHKY 3(h-
(DEeKTMBHOCTH T€MOCTAaTHYECKOW Tepanuy TpenaparaMmu
r®VlIla u aPCC y 601pHBIX HHTHOUTOPHOM (hOpPMOil Te-
Moduimet A, Ipu MOMOIIM TecTa reHepaIi TpoMOrHa
U KJIMHUYECKUX TaHHBIX.

MatrepuaJjibl 1 MeToAbI. C IOMOIIIBIO TECTa reHepa-
[IUM TpOMOWHA OBIIT OCYIIECTBIICH Ja00paTOPHBI MOHH-
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TOpHUHT 3()(PEKTHBHOCTH T€MOCTATHYECKON Tepanuu y 2
OOJIEHBIX WHTHOUTOPHON (GopMmoii TeModrmn A, momy-
yaBmux npenapar @VIla n aPCC, npu ummiantauuu
UH(Y3UOHHON CHCTEMBI TSI JJTUTEIBHOTO BEHO3HOTO JI0-
CTyma.

PesyabTathl W o0cy:kaeHne. DPPEKTUBHBIMU [10-
3aMHM TIperaparoB ObUIM OIpeNeNeHbl Te, IPU KOTOPBIX
npu kotopeix ETP n Peak thrombin mocturanm 3nave-
Huil paBHbIX 100% oOT mokxazarenst HOPMbI. YCTaHOB-
JICHHOE TaKUM ITyTeéM KOJIMYECTBO IpernapaTra BBOAMIU
0O0JIBHOMY HEMOCPEACTBEHHO TIepe/l Ha4allOM OIepalliu.
Taxoke oneHuBaIM ¥ 3PPEKTUBHOCTD BBEACHHS IIperia-
para B mocieonepanoHHoM miepuone. OcylecTBieH-
Hbli ¢ moMonibio TI'T MOHUTOPUHT MO3BOJIMIT UHIUBH-
IyaJgbHO MOJ00paTh OOIBHBIM MHTHOMTOPHOH (opMOit
remominu A d()PEeKTUBHBIE O3Bl T€MOCTATUYCCKHUX
IpernapaToB, 00€CIeYUTs HOPMOKOATYIALMIO B UHTpa-
OIepaIMoOHHbIN IEPUO] U IPOPUIAKTUPOBATH PA3BUTHE
KPOBOTEUEHHH BO BpeMs W TIOCIE OMNepanuud B 000X
CITy4asx HaOIIOMeHUH.

3aximouenne. Ilokazatrenmn TI'T B obomx ciydasx
MPOJEMOHCTPUPOBAIN BO3MOXHOCTH JOCTHKEHUS (-
(heKTUBHOTO TEMOCTa3a M0 M IOCIHE ONEpaluu MPH HUC-
MOJIb30BAaHUM WHAMBUIYAJILHO IO00PaHHBIX 103 Tpe-
1aparos.
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ANATHOCTUYECKUIA nogxoa nNPU TPOMBOLIUTONEHUN

OIBY «femaToNnoOrMyecknin HayuHblii LieHTp» MuHgpasa Poccun, 125167, r. MockBsa, Poccua

TpoMOOIMTOTICHUS SBJISICTCS YaCTO BCTPCUYAFOIUMCS Te-
MaTOJIOTHYECKAM CHMITTOMOM C Pa3INYHBIMA KIMHIYIECCKIMHA
MPOSIBIICHUSIMU, YTO TPEOYET MPOBEACHHS PACIITMPEHHOTO JTH-
ArHOCTUYECKOIO TIOMCKA. YCTaHOBJIEHWE WUCTHHHBIX MPUYUH
TPOMOOIIMTOTIEHNH UMEET BaKHOE 3HAYCHNUE, IIOCKOIBKY TaK-
THKa BEJICHHsI OOJbHBIX MOXKET TUAMETPATHLHO Pa3InuaThCsl.

Leab padoTsl — OIIeHKA Pe3ybTaTOB BHEIPEHUS PACILIU-
PEHHOTO TUAaTHOCTHYECKOTO ITOMCKA C HCIIOIB30BAHUEM aJIro-
pUTMa TUATHOCTUKU TIPH CUMIITOME TPOMOOITUTOTIEHUH.

Marepuaabl U MeToabl. 244 manueHTa, 0OPaTUBIINXCS
B OT/E€JIEHUE cTaHaapTuzauuu meroqos tepanun OI'BY I'HIL
¢ muarmozamu UTII u TpoMOOIMTONIEHUH HESICHOW 3THOIO-
run B TeueHue 2 net (2014-2015 rr). Meton uccinenoBaHus —
CPaBHUTEIBHBIN MTOJCYCT MPOIIEHTHOTO COOTHOIICHUS TPYIII
OOJBHBIX.

PesyabraTel n o6cy:knenue. [locie pacmmpennoro odcre-
JOBaHUS TSI IOATBEPKICHHS WIH yCTaHOBIICHHS JHArHO3a y
12% GonpHBIX TPOMOOILMTONICHNS HE TIOATBEPIMIIACH, TAK KaK
YHUCIIO TPOMOOITUTOB CTAOMIBHO B HECKOJIBKUX aHAN3aX Mpe-
Boimano 100 x 10%11. Coornormenue 60sbHbIx UTII U ¢ TpoMm-
OorToneHNuAMHI Apyroii sTronoruu cocrtasmwio 1:1 (50% —
UTII, 50% — Bropuunast TpombouuTtoneHus). Cpexn mo-
cnenaux y 14% nuarHOCTHpOBaHA «IOXKHASD» TPOMOOITUTO-
nenusi, odycnosieHHass DJ[TA-3aBUCUMOCTBIO HIJIK MHUKPO-
win MakpodopMamMu TPOMOOIIMTOB, HE MPOCUYUTHIBACMBIX
aHanuszaropamu. [103ToMy aHaIM3aTOPHBIN MOJCUET AOJKEH

00s13aTenbHO TyOMpoBaThCst onTUIecKuM. Y 2% OOJBHBIX
TPOMOOIMTOIICHHNS IBUIIACh AEOI0TOM OCTPOTO JIeHKo3a, y 2% —
MJIC, y 2% O6bu1a posiBIIEHUEM THIIOTLTIa3UH KPOBETBOPEHHUS,
y 2% perucTpupoBanach MpH COIUIHBIX OMYXOJsiX. Meauka-
MEHTO3HBIE TPOMOOIMTONIEHNH BCTPEUAINCH y 7% OONBHBIX.
BropudHble TPOMOOIMTONIEHUH PErHMCTPUPOBAINUCH NPU BHU-
pycHom rematute C u muppose medeHu (11%), y 2% Obutn
oOycnosinensl BUY-nndexuneir. bonpmryto rpynmy (15%)
COCTABJISIFOT MMAIMEHThI C TPOMOOIMTONCHUSIMU MNOTpedIe-
HUSI BCJIC/ICTBHE MHKPOTPOMOO0OPa30BaHUs W TOBBIIICHHOM
arperauuy TpoMOOUUTOB. BTOpHYHBIE MMMYyHHBIE TPOMOO-
muronennn otMmedeHsl mpu CKB (5%), ADC (7%), ckiepo-
nepmun (1%), mpu ayronmmynnoi Tupeonaure (1%) u npu
BUpycHbIX 3aboseBanusax (10%). Bpumm amarHoCTHpOBaHEI
penKue ciaydau BPOXKACHHBIX TPOMOOIUTONEHUN — OOJIe3Hb
Bbepnapa—Cynbe y 1% u cunapom Dpneca—/lannocay 1%. I'e-
CTaIlMOHHBIC TPOMOOITUTOTICHUN Habmromamich y 7%. Ienes
TPOMOOIMTONIEHUH He ObIT ycTaHoBNIeH Y 10% manuenTos.

3akuarouenne. Onbir padorst HKO CMT ®I'BY I'HI[ M3
P® 3a 2 romga moaTBEpKAALT, YTO TPOMOOITUTOTICHUH Pa3Ind-
HOTO IFeHe3a PErHCTPUPYIOTCS MPH IHUPOKOM CHEKTpe 3a0oJ1e-
BaHM{ reMaToOJIOIMYEeCKOH M HEreMaToJOTHYECKO MPUPOIBI.
JInist yCTaHOBIEGHUsSI MCTHHHBIX HPUYUH TPOMOOIMTOIICHUU
HEOOXOIUMO TMPOBEACHNE PACIIUPEHHOTO THATHOCTUYECKOTO
TIONCKa TI0 JTOPUTMY, NpE/ICTaBIeHHOMY B HarmoHaabHBIX
KJIIMHUYeCKuX pexomenaauusx no UTII.

Menuiksan AJ1., MyctoBas E.N., KonoweiiHosa T.W., Mpuuai J1.H., Ty6uHa tO.B., EceHnHa T.B.,
3otumHa E.H., 3otoBa W.W., MBaHoBa BJ1., KannHuHa M.B., KoHTresckuin U.H., Ky3y6 E.U.,
MNartkosa O.A., CaBuHoBa M.T.,, CocyHkeBwnu E.IO. YepemuncurHa E.B., Kynnkos C.M.

MPOMEXYTOYHbIE PE3YJIbTATbI PETUCTPA B3POCJIbIX BOJIbHbIX
NEPBUYHON UMMYHHOW TPOMBOLIUTONEHUNEN

OIBY «femaToNOrMuyecknin HayuHbli LeHTp» MuHgpasa Poccun, 125167, r. MockBa, Poccua

Pa3pab6otka n BHeapenne Perncrpa 6071bHBIX TEpBHY-
HOW mMMyHHOU Tpombormronenueir (UTIT) B Poccun
SIBIISIETCSI aKTYaJIbHOHN 3a/1auel, Tak Kak OH MOYET OBITh
HCIIOJIB30BaH JUIsl OLEHKH AMHJIEMUOJIOTHUECKOH CUTY-
anuu B peruoHax P®, u3yueHus KIMHUYECKUX OCOOEH-
HOCTel TedeHHs 00JIe3HN B 3PPEKTUBHOTO ITIaHUPOBa-
HUS JIEKAPCTBEHHOTO 00ecIieueHusl.

Leap padoTbl — OlIeHKA TPOMEKYTOUHBIX pE3yibTa-
ToB pabotsl Peructpa 6onpabx UTII B PO no pesynbra-
TaM MEPBOTO Tofa padoTHI.

Marepuajabsl U MeToabl. 366 B3pOCIBIX OONBHBIX
UTII u3 13 meauuuHCcKuX yupexzaeHuil B 11 pernonax
P®. Craructryeckuii aHaiw3 JaHHBIX AIIEKTPOHHBIX
MPK nanueHToB.

PesyabTarel n o0cyxnaenue. C MOMeHTa Hayaia
peructpanuu (01.01.2015) 10 MOMeEHTa TpPOMEXY-
TouHoro aHamm3a (27.10.2015) B anexTpoHHYyIO 0azy
Peruncrpa O6nutn BBeneHs! ganHbie 366 6ompHBIX MTII.
Tonmbko 89 (24%) u3 366 GONMBHBIX MOTYT OBITH pac-
cMaTpeHbl Kak HOBble ciiydan 3aboneBanus. OOOCHO-
BaHHOCTb auarHocTuku UTII mo oCHOBHBIM KpUTEpH-
sim coctaBmiia 87%. [Ipeodnananue xenmun (80%) u
Meanana Bozpacta (40 JeT) COOTBETCTBOBAIM POCCHIA-
CKMM M MEXAYHapOIHBIM HaHHBIM JuTeparypsl. Ha
MOMEHT yCTaHOBIIEHHUS Ararno3a 56% O0NbHBIX NUMETH
TsKeNnyto Gopmy Oosie3Hu, y 85% OOJBHBIX PErUCTPU-
poBaJicsl. rTeMOpparuyecKuil CHHJIPOM: KOKHBIN y 75%,

IIeCHEBBIE U HOCOBBIE KpoBoTeueHus y 40% u 26% co-
OTBETCTBEHHO), MEHO- U MeTpopparuu y 25%, KKK u
rematypust — 10 5%. Tpurrepasivu paxtopamu y 50%
OOJBHBIX CIYXKWIN (10 Mepe yObIBaHUS YaCTOTHI): BU-
pycHble, OakTepHalbHble HHPEKINH, OEPEMEHHOCTh U
cTpecchl, Oonpmue Gpu3ndeckne Harpy3Kd, MPUBUBKHU
W XUPypruYecKre MaHHIysun. Jledenue mo moBoay
WTII na npotskerun O6ose3nu noiydanu 295 (80%)
n3 366 6onpHBIX. Hanbonee 4acTo NpuMEHSIIUCH Tepo-
panbubie kopTurocTepousl (I'KC) — 77,3%, aronnctst
peuentopoB TpombOomnostuHa — 41,7%, mapeHTepanb-
Hele 'KC — 13,6%, BHyTpUBEHHBIH HMMYHOIJIOOYJIMH —
7,8%, npyrue mMmmyHocymnpeccopsl — 3,1%. Iloacuer
4acTOThl ¥ 3QPEKTHBHOCTH CINICHAIKTOMHUH HA TAHHOM
aTane He npoBoauiIcs. DPPEKTUBHOCTh CTaHAAPTHON
JIEKapCTBEHHOW Tepanuu 1-i JMHUKM COOTBETCTBOBANA
n3BectHOU B Poccum u 3a pybexom. Yacrora mpume-
HEHHSI MUMETHUKOB TpoMmOomosTuHa (TT10) — pomuruio-
cTUMa U dIITpomoborara Bo3pocia B PO B 1,5-2 paza mo
cpaBHeHuio ¢ 2014 ., mpuyueM JUITMTEIbHYIO TEparuio
nosyuanu yxe 50% OonbHBIX 3TOH rpymmbl. Jddek-
TUBHOCTH cocTaBmuia 78-91%.

3axuouenne. [lomyuena npeasapuresnbHas nHPOP-
Malys O Pa3sHOOOpa3uu KIMHUYECKUX NPOSBICHUI, Te-
yeranu U tepanuu 0oapHBIX UTII B PO. OT™MeueHo mno-
BBIIIICHNE YaCTOTHI U JUTUTEIBHOCTH TPUMEHEHHUSI MUME-
tukoB TI1O 1 ux BeICOKast 3PEKTUBHOCTE.
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MwuHaeBa H.B., Xopobpbix M.H., 3opuHa H.A., NMapamoHos W.B., llormHoBa M.A., Manbiwesa H.A.,
WepctHeB @.C., Vicaesa H.B.

ONnbIT OBECMNEYEHUA ANVTOTEHHBIMUA TEMONO3TUYECKMMU CTBOJIOBbIMU
KNETKAMW OTEYECTBEHHbIX TPAHCMJIAHTALLMOHHbIX LEHTPOB

OIBYH «KnpoBCcKuMi HayYHO-MCCnefoBaTeNbCKUA MHCTUTYT reMaTonorum n nepenveanua kposun» ®MBA Poccun,
610027, . Kupos, Poccusa; OI'bY Poccminckuin MeAULIMHCKUI HayYHO-NPON3BOACTBEHHbIN LieHTp «Pocnnasma» OMBA
Poccnn, 610002, Poccus, r. Kupos

CymiecTByromas B HacTosIIee BpeMs PaKTHKa MpHUBIIeUe-
HUS JUI HEPOACTBEHHBIX TPAHCIIAHTALUI FeMOOAITHYECKUX
ctBo0BBIX KieTok (I'CK) moHOpOB M3 MEXIyHApOTHBIX pe-
THCTPOB SBIISETCS BBICOKO3AaTPATHOM, MOYac HEMOCUIBHOI 1
TPYIOEMKOH.

Hens padorbl — 0000MMIeHNE TEPBBIX PE3YNBETATOB CO-
BMecTHOH pabotsl peructpa ®I'BY PMHIIL] «Pocrnazma» u
OI'BYH KHUUTITIK, noasenomcreeHHbIX @®MBA Poccuu, 3a
mepuon 2010-2015 .

Marepuaasl U MeToAbl. PexpyTupoBaHue, MEPBUYHOE
u noxareepxkaaromee HLA-tunuposanue (SBT-texHOMOTHS)
npoBogmy Ha 6aze ®I'BY PMHIIL] «Pocmma3zmay, obcie-
JIOBaHUE JOHOPOB JJIS HCKIIIOUEHHUS MPOTHUBOMOKA3aHUHA K
JIOHALUSIM M HENOCPEACTBEHHO npouenypy nomaydenus I'CK
ocymectsisuy Ha 6a3e ®T'BYH KHUNTTIK ®MFBA Poccum.

Pe3yabTaThl U 00cyxkaeHue. bonbilyio yacTs perucrpa
cocraBuiu xkurenn Kuposckoit obmactu (47%), 53% —
npencraButenn Pecmyomuk Tarapcran, Mapwmii-On, bami-
KoptocTana, UyBamuu, Ynmypruu, [larecrana, YeueHckoi
PecrryOnnku, Koctpomckoit, MockoBckoii, CBepIIOBCKOA,
Hwmxeroponckoit, HoBocubupckoi, Amypckoit obOmacteid,
Craspononsckoro, IIpumopckoro u Ilepmckoro kpas. C
2010 no 2015 r. B peructp nocrynuiu 1059 3ampocoB Ha
MTOVICK JOHOPOB TSI HEPOACTBEHHBIX TpaHciutanTannid ['CK
OT POCCUMCKUX TPaHCIUIAHTALUOHHBIX LEHTpOB. IIpu sTOoM
KOJIMYECTBO 3alIPOCOB 33 YKA3aHHBIM Mepuoj BO3pocio ¢ 7

1o 382 B rog. O0Iiee KONMMYECTBO JOHAIMI cocTaBuiio 39,
u3 Hux B 2015 . — 22, yto B 3,2 pa3a Bhiwe, uem B 2013 1.
B 64% cnyuasx nonopamu I'CK Obimn myxunnsl, B 36% —
JkeHIUHBL. CpeHuit Bo3pacT B 00eux rpymnmax coctaBui 29
neT. B xauecTBe McTOUHNKA TpaHCIIaHTaTa B 46% ciaydasx
sanpammusanu I'CK nepugepndeckoit kposu, B 41% — I'CK
KOCTHOTO M03ra, 13% cocTaBWJIM JOHOPCKUE JINMQOLUTHI.
KonnuecTBeHHBIE XapaKTEPUCTUKU II0JIyYEHHOTO TI'eMOIIO-
STHYECKOTO MaTepraja: adcomoTHoe KommdectBo CD347-
KIETOK B KOCTHOM Mo3re cocrtasuio 3,8 + 0,56 x 10%kr, B
JIeMKOKOHILIEHTpaTe, MOJyYeHHOM MeTonoM adepesa 4,58 +
0,58 x 10%kr. Haubonee akTUBHOE COTPYAHHYECTBO OCY-
mecteiaanock ¢ ®PI'BY I'HI Munszapasa Poccun (Mockaa)
—20(51%) nonaumii. {nsgs OAKB Nel (ExarepunOypr) npo-
Begeno — 6 pmonanunii, ®I'BYH KHUU I'TTIK ®MFBA Poccun
(Kupos) — 5, HUMJAOTuT um. P.M. T'opbaueBoit (CaHkT-
IerepOypr) — 5, PIKb Munsapasa Poccun (Mocksa) — 3
JIOHAIHH.

3akmouyenne. OCHOBHBIMU TpoOneMamMH pa3BUTHSA JO-
HopctBa ['CK B Poccuiickoit denepanun sIBISIOTCS OTCYT-
CTBHEC HOPMATHBHO-TIPABOBOW 0a3pl W (pUHAHCHPOBAHUS B
paMKax MOpOrpaMMbl TOCTapaHTHUH OKa3aHMsi OecCIuIaTHOMN
MeIUIMHCKOW rmomomn. Paspaborka sddexTnBHON 1 MeHee
3aTpaTHOM aJbTEPHATUBHOM MOJEIM MCIIOJIb30BAaHUSl OTEUe-
CTBEHHBIX JJOHOPCKUX PECYPCOB JUIsl TPAHCIUIAHTAIMH TIPE]I-
CTaBJISIETCSI IEPCIIEKTUBHON M OCYILIECTBUMOH 3a1a4ei.

Mowcees W.C., Muporosa O.B., AnaHckuin AJ1., babeHko E.B., lapckas E.WN., Cnecapuyk O.A., boHpga-
peHko C.H., ApaHacbes b.B.

PUCK-ABANTUPOBAHHAA CTPATErNA NPOOUINAKTUKU PEAKLAN
«TPAHCIMJIAHTAT NPOTUB XO3AWUHA» HA OCHOBE
MNOCTTPAHCIMJIAHTALMOHHOIO LUMKJTOOOCOAHA NMPU POACTBEHHDIX,
HEPOACTBEHHbIX U TANNTOUAEHTUYHDbIX TPAHCIIJTAHTALIMAX

HWW petckoli oHKoMorn, rematonorm v TpaHcrnnaHtonoriv um. PM. fopbauesoii NTbOY BMO «[Mepebiit CaHKT-MeTepOyprekuin
roCy[aPCTBEHHbIN YHUBEPCUTET UM. akag. W.M. Masnosa» MuHagpasa Poccun, 197022, r. CaHkT-MNeTepbypr, Poccua

B Hacrosimiee Bpemsi pacTeT KOJIMYECTBO COOOIICHHH O
6e3omacHOCTH U 3()(HEeKTUBHOCTH TOCTTPAHCIUIAHTAIIMOHHO-
ro nukiodocdana (IITHn) npu ramiongeHTHYHBIX U POJI-
CTBCHHBIX TPaHCIUTAHTAIMAX KocTHOro mMo3ra (KM). Ilpume-
HUMOCTB 3TOTO METOJa MPH IPYTHX BHAAX TPAHCIUIAHTALUH
reMonodTuueckux cTBooBbIX KieTok (TI'CK) Hen3BecTHa.

Lear padoTrbl — oOHEHUTH OS()PEKTUBHOCTH PHUCK-
aJaNTUBHON CTpaTeTuH TNPOQIIAKTUKH PEAKIHH «TPaHC-
rtanTar npotuB xo3suHa» (PTIIX) ¢ ucnons3zoanuem [1THu
npu nonHocTelo U yactuuHO HLA-coBmectumbix TI'CK u
Pa3INYHBIX HCTOYHUKAX TPAHCIUIAHTATA.

Marepuanasl 1 MeToabl. 200 B3pOCIBIX OOJBHBIX TEMO-
Omacto3amu B Bo3pacte 18—62 yer (Menuana BospacTta 32
rona), Bkirogass OMIJI (47,5%), OJUT (26,5%), XMJI (12%),
MJIC (4%) n mumdomst (10%), ObliIM BKIFOYEHBI B IPOCTIEK-
TuBHOE mccienoBanue (clinicaltrials.gov NeNCT02294552).
VY 26% 60spHBIX OBLITA BBIMOTHEHA POJICTBEHHAs, y 65% — He-
ponctBenHas, y 9% — ramnouaentuynas TT'CK. V 43% wuc-
TOYHUK TpaHciuianTara 6su1 KM, y 57% — cTBONIOBBIE KIETKH
nepudepudeckoit kposu. [Ipu TI'CK coBmecTimoro KM wuc-
noab3oBaiu [1THu B MmoHOpexkume SO mMr/kr B+3,+4 nHu, npu
npyrux Bugax TI'CK npodunaktika Takxke BKIIOYaIa TAKKe
TakpoiauMyc U Mukodenonara mogpetmt 30-45 mr/xr. Menna-
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Ha HaOmoneHust cocrapmwia 7 mec (2—27 mec).

PesyabTarel m o0cy:xkaenme. Yacrora ocrpoir PTIIX
II-1V, III-IV crenenu u cpenHell + TAkKEIOH XPOHUYECKOH
PTIIX coctraBumu 10% vs 18% vs 11% (p = 0,37), 4% vs
6% vs 0% (p = 0,59) u 12% vs 11% vs 9% (p = 0,88) s
POIICTBEHHBIX, HEPOJACTBEHHBIX M rartonaeHTuuHbix TT'CK.
TpancnanTannoHHas JeTaTbHOCTh ¥ YaCTOTa PEIMANBOB CO-
orBeTcTBeHHO cocTtaBmu 10% vs 15% vs 17% (p = 0,39) n
44% vs 22% vs 54% (p = 0,03). CraTucTHYECKH 3HAYUMBIX
paznuuuii B o0uei 1 6eccoOBITHIHOIN BEDKMBAEMOCTH B 3a-
BHCHMOCTH OT THIIA TPaHCIUIaHTanuu He ObUI0 (p > 0,05). B
MHOTO()aKTOPHOM aHAJIN3€ TOJILKO MPUHAISKHOCTh K IPYII-
e «reparmuu cracerus» (OP 3,6 95%/10 OP 2,2-5,9; p <
0,0001) u pa3Butne cencuca (OP 1,8 95%10 OP 1,0-3.4; p =
0,04) Biusiiin Ha 6€CCOOBITHITHY IO BBDKUBAEMOCTb, B TO BPEMsI
KaK TUI JOHOPA He ObUT CTATHCTHYECKH 3HAYUMBIM (hPaKTOPOM
(OP 1,4 95%10 OP 0,8-2.,4; p=0,24). B xone nccnenoBanus
HE OTMEUEHO HEO)KHJIAHHOW TOKCHYHOCTH JTAHHOTO PEXHMa
npodunaxktuxu PTITIX.

3aknaouenue. [Ipu HEGONBIIOM BpeMEHH HAOIIONCHUS,
HAIllM TIpe/IBAPUTEIILHBIE PE3YNIBTAaThl TOBOPST 00 AP PEeKTUB-
HOCTH M 0€30I1aCHOCTH PHCK-a/IallTUPOBAHHON MPOPUIIAKTH-
ku PTIIX ¢ [ITLu nis BceX TUIIOB TOHOPOB.
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Hosukos B.A., lanctaH M., KoctuHa L.3.

YJIbTPA3BYKOBOE UCCJIEAOBAHUE JIETKUX Y BOJIbHbIX
C OCTPOW AbIXATENIbHON HEAOCTATOYHOCTbIO

OIBY «femaToNnOrMyecknin HayuHbli LeHTp» MuHgpasa Poccun, 125167, r. MockBa, Poccua

Octpas napixarenbHass HepocrtarouHocts (O/IH) — wacroe
OCJIOKHEHHE Yy OONBHBIX B OTHEICHHAX PEaHUMALH M WHTEH-
cuBHoit Tepanuu (OPUT). Pertrenorpadus Jerkux y HuX Majo-
MH(OPMATHBHA, IOCKOJIBKY €€ BBIMONHSIOT Ha MOPTATUBHBIX all-
rnaparax ¢ MaJlol MOIHOCTBIO, YTO TpeOyeT OOJBIIEro BpeMEH!
9KCIO3UIMH 1 BBICOK PUCK apTe(hakTOB, CBA3aHHBIX C JbIXaHHUEM,
KOPOTKO€ (POKYCHOE PacCTOSIHUE MTPUBOAUT K 2B PEKTy yBennue-
HUsA TCHGI’I, Ha IMNOBTOPHBIX CHUMKAaX HC YAAacTCs BOCIPOU3BCCTU
T€ K€ YCJIOBHS ChEMKH. J{JIs BBINOIIHEHNSI KOMITBIOTEPHON TOMO-
rpapun (KT) HeoOxoquMa TpaHCIOPTHPOBKA OOJILHOTO B PEHT-
TeHOJIOTHYECKOe OT/eNeHue. B mocieanue roapl ¢ Hebio aua-
rHocTukH Topaxennid erkux B OPUT mmpoxoe mpumenenne
HaxOJUT yAbTpa3ByKoBoe uccienonBanue jgerkux (Y3MWUI).

Leab padoThl — CPaBHHUTH PE3YNBTaTUBHOCTD PEHTIEHOTPa-
¢un, Y3UJI ¢ KT nerkux y 6onbubix ¢ OJTH.

Marepunaisl U MeToabl. B uccrienoBanue BiitodeHbl 39
6ompHBIX ¢ OJIH, BhI3BaHHOW MHEBMOHMEH. BceM BBIIOIHSIN
VY3WUJL, pentrenorpapuro u KT rpynHOH KIETKH, UCCIIEI0BAIN
nHaekc BHecocyauctoit Boasl (MBCBJI) meTonom TpaHcmymbsMo-
HAJILHOW TepMOIMIoLnH, GuOpoOpoHXOCKOIHSI ¢ OpOHXOAIbBE-
OJISIPHBIM JIABAYKOM.

Pesynbrarbl. UyBCTBUTEIBHOCT, CHENU(UYHOCTH METOA
peHTreHorpaduu JIerkux B AMarHOCTHKE MHEBMOHHUU COCTaBUIIN
72% u 81% cooTBeTCTBEHHO. UyBCTBHTEIBHOCTD, CIEHUpHY-
HOCTb NPH JUArHOCTUKE MHEBMOHUM MO Koln4yecTBy B-nuuuit
¢ nomomeio Y3UJI cocraBumm coorBercTBeHHO 78% m 70%
(AUC 0,7), onTuMabHbI TOPOT AMArHOCTHKA ITHEBMOHHUH pa-
BeH 9 B-nunusaM. BeisBieHa koppessiuus MeXIy KOJIHYECTBOM
B-muuunit u UBCBJI (r = 0,40; p < 0,05). BoisiBiieHbl KOoppeisi-
mun Mexy Y3WJI u konnuectBennoit KT: Mexay konudecTBoM

obnacteii ¢ A-TMHUSAMU U 00beMaMU T'HIEPBEHTUINPYEMBIX (7' =
0,40; p <0,05), HopmansHO BeHTHIHpYeMEIX (7= 0,60; p = 0,001)
PETHOHOB JIETKUX, MEXKIY KOJIMYECTBOM o0nacTelt ¢ A-NHHUAMH
u obmum obdvemom serkux (r = 0,5; p = 0,001), mexny Konu-
4ecTBOM o0nacTell ¢ A-JIMHHUSMH M OOBEMOM IUIOXO BEHTHIIH-
pyeMbix peruonos jerkux (= —0,4; p=0,001), xonudyecTBOM
obnacreil ¢ A-NTHHUSIMHA ¥ MacCOd HOPMAJIbHO BEHTHIMPYEMBIX
peruonos jerkux (r = 0,5; p = 0,001), konuyecTBoM obnacreit
¢ A-TMHUSAMHU C MacCcoi IJIOXO BEHTHJIMPYEMBIX PETHOHOB (7 =
-0,35; p <0,05), Mexy Konu4ecTBOM B-nHMIA 1 00BEMOM ILT0-
X0 BEHTUJINPYEMbIX PerHoHOB Jerkux (= 0,4; p = 0,001), mexnay
KOJTMIECTBOM B-mmHUIT 1 Maccol TI0XO BEHTHIIMPYEMBIX PErH-
oHoB Jerkux (r = 0,4; p = 0,001). YV GonbHBIX C MTHEBMOHHUSIMH,
BBI3BaHHBIMU T'PAaMOTPHIATEILHEIMU OaKTEepUsIMA H TPHOaMHU,
BBISIBIICHO OOJIbIIIEE KOJUYECTBO 00IaCTei ¢ A-TMHUSAMH, YeM y
OOJIBHBIX C ITHEBMOHUSIMHU, BBI3BAHHBIMH ITHEBMOLIMCTAMH, & KO-
JUYECTBO B-nuHuii 6bU10 OOJbie y OOJBHBIX C MHEBMOHHSMH,
BBI3BAHHBIMU ITHEBMOIIMCTAMH M Tpudamu. YyBCTBUTEIBHOCTD,
Creuu(GUIHOCTh, TOYHOCTH TECTA B OL[EHKE TUICBPAJILHOTO BBITIO-
Ta ¢ nomouipio Y3MJI coctaBunu 95% u 90% COOTBETCTBEHHO.

3akawovenne. UyBCTBUTEIBHOCTh PEHTTEHOrpapHu TpH
JIMAarHOCTUKE MHEBMOHHMM HIDKe, yeM Y3WJI, koTopselil sBusieT-
cs1 MH)OPMATUBHBIM METOJIOM, MMO3BOJISIOIIUM BBISBIISAThH IMOpa-
skeHust Jierkux y 6onbHbix ¢ OJIH. Hapactanue BbIpaKeHHOCTH
AJIBBCOJSIPHO-UHTEPCTULIMAJIBHOI'O CUHAPOMA, IIPOSABIIACTCS YBE-
JMYEHUEM KOJIMYEeCTBa B-IMHUI, KOppenupyeT ¢ yBelMueHuEeM
BCBJI, 00beMOM M Maccoil MJI0XO BEHTHIMPYEMbBIX PETHOHOB
nerkux. Y3WJI no3BosisieT mpearnonokuTh STHOIOTHIO ITHEBMO-
HUH, a TAKKe TOYHO OMNPEETHTh JIOKAIU3ANUI0 U 00BEeM IUIeB-
paJIbHOTO BBITIOTA.

OseukunHa B.H., bongapeHko C.H., Mopo3osa E.B., Moucees U.C., Cnecapuyk O.A., Ekywes KA.,
CmunpHoBa A.l., babeHko E.B., TnHaunHa TJ1., bBapxatos U.M., 3ybaposckas J1.C., ApaHacbes b.B.
IODEKTUBHOCTb U BE3OMNACHOCTb MPUMEHEHUA 5-A3ALUUTUANHA
NOCJIE TPAHCIMNAHTAUUU AJUTOTEHHbIX TEMOMNMOSTUYECKUX CTBOJIOBbIX
KNETOK Y BOJIbHbIX OCTPbIM MUENOBJIACTHbIM JIENKO30OM
n MUENOANCNNACTUYECKUM CUHAPOMOM

HWI peTckoi OHKonorm, remaTtonorin v TpaHcnnaHtonorn um. PM. Topbauesoii TBOY BIMO «[Mepsbiii CaHKT-MNeTepOyprekiin
rOCyAAPCTBEHHbIN YHUBEPCUTET M. akag, V.M. Masnosa» MuH3gpasa Poccvi, 197022, r. CaHkT-lNeTepbypr, Poccus

TpaHCIUIaHTaUSl AJIOTEHHBIX TeMOIMOATHYECKHX CTBOJIO-
BbIX KiIeTOK (ammwto-TI'CK) naubonee 3ddexTHBHA MPU OCTPOM
MuenooaacTHoMm Jielikoze (OMJI) U MHUENIOAUCIIIIACTUYSCKOM
curapome (MJIC). Pa3sutne permausa nocie amio-TT'CK sB-
JISieTCsl YacToil mpuuuHON Heyaauu jederus. OHako, IpuMeHe-
HUE MPOQPIIAKTHICCKON TepPaliy OrPAaHUYCHO MHOXKECTBEHHBIM
B3aUMOJICHCTBHEM JIEKAPCTBEHHBIX CPEICTB, PUCKOM YCHIICHHS
MHEJo- U UMMYHOCYIpeccur. «MaeanbHblit» npenapar JODKeH
o0nagarh HHU3KOW MHEIOTOKCHYHOCTBIO, YCHIIMBATH DPEAKIHIO
«TpaHCIUIaHTaT NMpoTuB Jeiiko3a» (PTILI) wim MHON MpOTHBO-
OITyXOJIEBBIH MEXaHU3M M HE YCHJIMBATh PEAKIHIO «TPAHCIUIAH-
tat npotus xo3sinHay (PTIIX).

Heab padoTbl — oLeHUTH 3(PHEKTUBHOCTL U OE30MaCHOCTh
S-azanruauna (5-a3a) y 6onpabix OMJI/MJIC nocne amno-TI'CK.

MarepuaJjisl 1 MeToAbl. B uccienoBanue BKIrOYEHbI 136
0o0mpHBIX (75 muIl My)kCKOoro U 61 KEHCKOTO T0a) B BO3pacTe
. Menuna Bo3pacta cocraBuia 27,5 rona (ot 1 roga no 68 ner).
HccnenoBanue BBIMOJIHEHO METOIOM MApHOTO aHajM3a, rpyrimna
ucropudeckoro koutpost (FMK) craTuctiuecku He pasinyanach
¢ rpymmoii 5-a3a (I'S) o Bo3pacry, 1oy, KapuOTHITY, CTaTyCy 3a-
OoneBaHMs, THITY JOHOPA, PEKUMY KOHIULIUOHHPOBAHUS M HC-
TOYHHKY TpaHCIUIaHTara. I'S Brutouana 68 OOJbHBIX, U3 HUX 61
oompaON OMIJL, 7 60mpEEIX MJIC. B I'5 5-a3a HazHauanu ¢ mpo-

(briTakTUYECKOH, MPEBEHTHBHOM LIENBIO0 U NP PELUAMBE MOCIE
amno-TI'CK Ha +94 (28-180) menb, B 103€ 35 Mr/M? B CyTKH B Te-
4yeHue 5 qHel, kaxasie 28 nHeil. B cpennem nposoauin 3 (1-8)
Kkypca. Mennana nabmonenus B I'S Obua 439 (36-1092) nueti.

Pesyabrarbl u obcy:kaenue. OHoNETHsIsSE 001Iasi BbKHUBaC-
Mmoctb (OB) B I'S cocraBuna 76%, a B TUK —44% (p =0,001). Y
OOJIBHBIX B PELUIUBE HCIIOJIB30BAHNE 5-a3a HEe IIPUBEIIO K TOCTH-
KEHUIO peMuccuu 3aboneBanus. BepostHocTh penpnusa (BP) B
TeYeHne 0JHOTO Tona coctaBuia 29% u 43% cooTBeTCTBEHHO (p
=0,04). JleranbHOCTH He cBsizaHHas ¢ penunuBoM (JIHP) cocra-
Buia 3% u 19% coorBerctBenHo (p = 0,004). B I'S B pemuccun
ymepiu 4 6onbHbIX (2 or mHbpeknuu, 2 or PTIIX). ITpu mpo-
BE€JICHUM MHOTO()AaKTOPHOTO aHAJM3a BIMSHHE HA OIHOJIETHIONO
OB oka3zan peMHCCHOHHBIN cTaryc 3a00JeBaHus (PEMHUCCHS/BHE
pemuccun) (OP 1,3; 95% AU 1,0-1,6; p = 0,01). JIHP ne yBenu-
YHUBaJach IPH UCIIONB30BaHUM 5-a3a. BP y 6onmpHbx M/IC oka3a-
JIaCh CTaTMCTHYECKU 3HAYUMO HUKE, ueM y OombHbIX OMIJI (OP
0,5; 95% A1 0,3-0,9; p = 0,01).

3akmouenne. OB B 'S Obuia sydlne 3a cU4eT CHHKEHHS pe-
uuansos 1 JIHP cymmapno. Mcnonb3oBanue 5-aza He yBelnu4u-
BAET TOKCUYHOCTh, a Takxke He nomasiser PTILI, u moxer uc-
nonb30BaThest y 6ospHbIX OMII/M/IC B paHHEM OCTTpaHCILIAH-
TAIMOHHOM IEPUOJIE.
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Ocunnosa O.A., KoctnHa L.3., JaHnwsH K.A.

KT-GUATHOCTUKA CONUAHDBIX MOPAXKEHWUIA CENE3EHKU: KT-KAPTUHA
(ONbIT 20-NETHEFO HABJILOAEHUA)

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

YacroTa BCTPE4aeMOCTH COMUAHBIX HOBOOOPA30BaHUH ce-
JIe3eHKH 10 JaHHbIM Jauteparypsl (KyOsmkun B.A., Monkun
I.A., 2007) 0,5-2% ot Bcex ee mopaxeHnuit. K HIM oTHOCST
3JI0KQYE€CTBEHHBIC/T00POKAYECTBEHHBIC ~ OIMYXOJH, KHCTHI,
abcreccel. MynbTUcIIUpalibHas KOMITBIOTEpHAsi TOMOTpagdust
(MCKT) ¢ BHYTpHBEHHBIM OOJFOCHBIM KOHTPACTHBIM yCHJIC-
nueM (KVY) siBrsieTcss TOCTOBEPHBIM METOAOM HCCIIEAOBaHUS
cesiezenkn. MCKT mno3Bonsier nuddepeHnnpoBars Haludue
00pa3oBaHMs B CEIE3EHKE, OLICHUTh €T0 CTPYKTYpY, HPEIIo-
JIOKUTh TPUPOIY U3MEHEHHH.

Lean padoThl — OIIEHKA CTPYKTYPHBIX 0COOEHHOCTEH CO-
JUIHBIX HOBOOOpa3oBaHmii cenezeHkn ¢ momomtsio MCKT ¢
BHYTPUBEHHBIM 00Jr0cHBIM K.

Marepuaabl u Metroabl. C 1994 no 2014 . B ®I'BY
I'HI Obuta BeInoHEeHa 1691 CIUIeHAKTOMHMSI, B TOM 4ucie 54
(3,2%) 1o MOBOMY W30JMPOBAHHBIX MOPANKECHHUHA CEIE3EHKHU.
BonpubeiM Bemonasm KT ¢ 6omrocHeiM KY, ¢ pasneneHnem
(a3 KOHTPACTHPOBAaHMS HA APTEPHAIBHYIO, MAPEHXHMATO3-
HYIO U OTCPOYCHHYIO.

Pesyabrarel u o0cy:xkaenue. [l OLEHKU CTPYKTyphbl Ha-
PEHXHUMBI CEeJe3eHKH HCIONB30BANN Hambomee WH(OpMaTHB-
HYIO MapeHxuMaro3Hast (aza koHTpacTupoBanust (depes 70-90
C Iociie Havyaia BBEJICHWsS KOHTpAcTHOro mpemapara). M3 54
ciygaeB OOHApY)KEHHSI COJIHIHOTO OOpa30BaHHSA B CEJIE3CHKE
ObU10 BBIsBICHO: Y 4 (7,4%) OOJBHBIX TEMaHTMOMBI (M30/CH-
CHBHBIE 00pa30BaHusI OKPYIJIOH (OpMEI, Oe3/C YUeTKUMH KOHTY-

pamu pazmepom 0,5-15 cMm, umeronue NeHTPOIUTATBHBIN Xa-
paKTep yCWIICHUs], KIeHTpaIbHBIHN py0Oer»); y 5 (9,2%) — ramap-
TOMBI (4€TKO OTpaHWYEHHBIE 00pa3oBaHusA pazmepoM 1—19 cm
C BBICOKUM TIPaJJMEHTOM HAKOIJICHHs] KOHTPACTHOTO Iperapara
B apTepualibHyI0 1 BeHo3HYyI0 (a3bl KY). B nenrtpe ramaprom
MOTYT OBITh KUCTBI, HEKPO3, KambiuHaTEL. Y 11 (20,3%) 60mb-
HBIX OOHapy»KeHbI KHUCTHI (U3 HHUX 4 Tapa3uTapHble) — THUIIO-
JICHCHUBHBIE 00pPa30BaHMUsI C YSTKUMHU POBHBIMU KOHTYpaMH, HE
HaKaTUTMBAIOIIVE KOHTPACTHBIN Mpemnapar Bo Bce ¢asbl KV, pas-
MepoM 0,1-17 cm. [Tpu S5XMHOKOKKOBOM TMOPaKEHUH CEIEe3EHKU
CTEHKHU KUCT ObIIN 00BI3BECTBIICHBL; IMENNCH JJOUYEPHHUE KUCTHI.
VY 6 (11%) abcreccrl — 09aru HU3KOW TNIOTHOCTH C HEUSTKUMH
KOHTYpaMH, B TOJIIIIE MOKET OBbITh BO3YX, pazmepoM 2—10 cwm;
nocsie KY ocrarorcst 0HOpOIHO TMIIOJICHCHBHBIMH B IIEHTPE,
1o nepudepun koo runeprnepdysuu. Y 25 (46,25%) anrno-
capKoMa — 37J0Ka4eCTBEHHAs FeTepOoreHHast (CHIIbHO BaCKyIN3H-
POBaHHasI) OIYXOJIb C BBICOKMM HHJIEKCOM METacTa3upOBaHUSL.
PocT omyxonu npuBeln K 3HAYUTEIILHOMY YBEINUCHHUIO pazMepa
Y Macchl CEJIe3eHKH (MaKC. Maccoi 10 4 Kr).

3axuriouenue. ConuaHbIe MMOPAKEHUSI CENIE3€HKH BCTpe-
YaloTCsl JI0BOJIBHO penko (3,2% OoT Bcex ee MOpakKeHHH).
MCKT opraHoB OprOIIHOMN MOJOCTH SIBISCTCS JOCTOBEPHBIM
W JIOCTYIIHBIM METOJIOM HCCIIeIoBaHMs cene3eHKu. [Ipu 6o-
mocHOM KV BO3MOXXHO NpEAroyoxkuTh NPpUpoay U3MEHEHUN
B CEJIe3eHKE Ha J0oIepalnoHHoM dtarne. B 95% ciydaes nan-
nele KT coBnanu ¢ Mmopdoornyeckoil Bepudukammeii.

Monosa M.", Bonkosa A.", AnscunHuekc O.", NMuHernHa O.', UrHatbeBa C.2, Ekywes K.},
Cnecapuyk O.', Bnagosckas M.!, 3ybaposckas J1.", Knumko H.'?, ApaHacbes b.

MHBA3UBHbIE MUKO3bl Y PELULMIMTUEHTOB TPAHCIIJIAHTALAN
AJTIOTEHHbIX TEMOMO3TUYECKX CTBOJIOBbIX KJIETOK
NnoAPOCTKOBOIO BO3PACTA N MOJ1OAbIX B3POCJIbIX

"HUW peTckoi oHKoNnorum, reMaTonoruy 1 TpaHcnnantonorumn um. PM. fopbauesori F6OY BIMO «MepBbint CaHKT-
MeTepbyprcknin rocyaapcTBeHHbIN yHBepcnTeT M. akag. W.MN. Masnosa» MuH3gpasa Poccun, 197022, r. CaHKT-
MeTtepbypr, Poccua; 2Kadeapa knmHnyeckon mukonoruv ®rbOY BO «CeBepo-3anafHbiii rocyfapCcTBEHHbI Mefu-
LUMHCKUIA yHuBepcuTeT um. .M .Meurunkosa» MuHagpasa Poccum, 191015, CaHkT-MeTepbypr, Poccus

HecmoTpsi Ha BHEJpPEHUE COBPEMEHHBIX METOJOB JHa-
THOCTUKH, MPOQWIAKTUKN U JICYCHHS, HHBA3UBHBIE MHKO3BI
(IM) ocratoTcs akTyadbHOH TpoOIeMoii mociie TpaHCIUIaH-
TalM{ aJUIOTEHHBIX T'eMOIIOATHYECKUX CTBOJIOBBIX KIIETOK
(amo-TI'CK). Ora npobiema y O0IbHBIX BO3PACTHOM TPYIIITBI
15-25 nert, ocBeleHa HETOCTATOYHO.

Heas padorbl. OneHuTs snuaemuonoruto UM y penu-
nuentoB amuo-TI'CK moxpocTkoBOro Bo3pacta U MOJOABIX
B3pOCIIBIX.

Marepuaisl 1 MeTOABI. B peTpocriekTuBHOE HcclieoBa-
Hue OblM BKiItoueHb! 80 O0NBHBIX B Bo3pacte ot 15 1o 25 et
(memmana Bo3pacta 20 11eT), KOTOPBIM OBLITa BHITTOTHEHA aJlIo-
TI'CK B nepuon ¢ 01.2013 no 12.2014 1. OcHoBHbIe 3a00e-
BaHUS: OCTPBIN Jieiiko3 — 71,5%, mumdpoma — 15%, HE3moka-
YecTBEHHBIE 3a0o0neBanus — 7,5%, apyrue — 6%. Bug noHopa:
HEPOACTBEHHBIN 67%, poAcTBeHHBIN 24%, TatuIONAeHTUYHBIN
9%. PexxuM KOHIUIMOHUPOBAHUS CO CHHKEHHOW TOKCUYHO-
cTbi0 — 72,5%. YuuTBIBaNu Cilydan BEPOSTHOTO M JOKa3aH-
noro UM (kpurepun EORTC/MSG 2008). « AkTuBHBIi» UM
— IMarHOCTHPOBAH HenocpeacTBeHHo nepex amio-TICK.

Pesyabrarsl. B nccnenyemoit rpynne yacrora UM, nua-
rHoctupyembix g0 amwio-TT'CK wabmromanmace y 15(19%)
OonbHBIX: MHBA3UBHBIN acnepruiuies (MA) —y 11, renaronu-
enanpHbpid KaHIUN03 (IJIK) — y 3, y omHoOro maruenTta ObII0
nBa UM (A + T'JIK). TlonHblii 0OTBET Ha MPOTHBOTPHOKOBYIO
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tepanuio 0bu1 y 40%, dacTHUHBINH OTBET — y 26,7%, «aKTHB-
se1it» UM —y 33,3%. Bropuunas npopmiakruka y 80% (Bo-
puxonasomn). [lepuunas npopunakruka y 65 (85%) 6ompHBIX
(pmyronazon). Kymynsatusaas yactota UM B TeueHue 2 jer
cocraBuia 19%, Bkiarouast HOBbIH MIM y 14 GonbHBIX U penu-
muB UM — y 1 6omnpHOTO mocine amno-TI'CK ¢ mennaHo# aas
Bo3HHUKHOBeHUs [[+43 (14-577). Hactora UA — 15%, xanau-
nemun — 2,5%, mHeBmorctHas mHeBMonus (I111) — 1,25%.
@axroper pucka passutua MM mocne amno-TI'CK (menee
0,05): Bo3pact n0 18 net, HE3MOKaYeCTBEHHBIE 3a00IEBAHMUS,
aKTHUBHOE OCHOBHOE 3a0oneBanue Ha MoMeHT TT'CK, HelTpo-
rieHus 4-it crenenn 6onee 20 muei, octpas PTIIX. Tepamms
1-it muann: UA — 58,3% BopukoHnaszon, kauguaeMus — 100%
axuHOKaHauHBL. O0miast BepkuBaemMocth (OB) 12 Hen ot nua-
raoctukd UM — 93,3%, UA — 91,7%, OonbHBIE C KaHIUIC-
mueii u IIIT sxuBe1. OB 100 nueit nocae amno-TI'CK — 85%,
2 roma — 67,5%. Hanmmune UM B anamue3e He Biausio Ha OB
mocie amto-TI'CK.

3akmouenne. Yacrtora UM y penunuentos amno-TI'CK
MOJPOCTKOBOIO BO3pAcTa U MOJOJBIX B3pPOCIBIX JO U MOCHIE
amo-TT'CK (2 roma) cocraBmna 19%. OcHOBHOIT BO3OyIH-
Tenb rpudkl Aspergillus. Toapko y 1 00JabHOTO OBUT JAHATHO-
ctupoBal peunauB UA. OB 12 wen ot quarnoctuku UM no-
cae amno-TI'CK cocrtaBuna 93,3%. Hanuuue UM B anamHe3e
He yxyamaet OB nocne amno-TI'CK.



Hematology and Transfusiology. 2016; 61(1, Supplement 1)

PycnHos M.A., 303yna H.W., Mynes l0.A., Konotiok C.E., Kynukos C.M.

MNPOBJIEMA UJEHTUOUKALUN OBBEKTOB nonynauumn
NMPU OBbEAVNHEHUN AAHHbIX U3 MHOXECTBEHHbIX NCTOYHUKOB
NPU PABOTE C PETUCTPOM FEMOOUNNN

OIBY «femaTonornMyecknin HayuHbI LeHTp» Munsgpasa Poccuu, 125167, r. MockBa, Poccus; Bcepoccuiickoe obue-
ctBO remodpunumn; 3A0 «ACTOH KOHCanTUHI».

[Tpu co3naHny MEAUIIMHCKUX PETHCTPOB B KAUECTBE Mpe/I-
BapUTEIBHBIX HCTOUYHHKOB JJAHHBIX MOTYT OBITH MCIOJIb30Ba-
HBI CO3JIaHHBIE paHee 0a3bl U CHUCKU OONBHBIX. [Iporenypsr
MIPEABAPUTEIBHON PErUCTPallii MOTCHIMAIBHBIX OOBEKTOB
YBEIMYHMBAIOT OXBAT TMOMYJSIMH, COKPAIIAeTCsl pPyTHHHAs
pabora JIOKaJbHBIX Bpaueil M IOBBIIIAETCS JOCTOBEPHOCTH
3anucedl. OHAKO TP MCIIOJIB30BAHUN MHOMKECTBEHHBIX HC-
TOYHUKOB BO3HUKAET MPOOIEMa yCTAHOBIICHUS OJJHO3HAYHOTO
COOTBETCTBHS 3alMCeil U3 pa3HbIX 0a3 JIpyr Apyry U pealib-
HOMY OOBEKTy B NOIYJISIIUK. PelreHne naHHOM 3amadu Mmpu-
MEHHMMO KaK JUIsl MOBBIIICHUS KaueCTBa JIAHHBIX, TaK W IS
YIIPaBJIEHUS PETUCTPOM.

Leas padoTrsl — pa3paboTKa METOMOB B3aUMHOHW HIICH-
TUPHUKAINN WHPOPMAIIMOHHBIX 3amuceld 00 00BeKTax IOIry-
JSIIMK, TIOCTPOEHHE Mepbl OJIM30CTH WACHTU(HKAIIMOHHON
nH(OpMaIHY, MOCTPOCHHE MPOLEAYp MPEABAPUTEIBHOM CO-
PTUPOBKHU M 00BEANHEHNUS 3AIKCEH, BEPOATHO OTHOCSIIEHCS K
OZIHOMY OOBEKTY /IS TAJIbHEHILIeH SKCIIEPTHOW BepUpHKaIUH.
[IpakTHdeckoil Henblo SBISETCS HEPBUYHOE ITPEIBAPUTEILHOE
3aIOTHEHHUE IIEKTPOHHOHN 0a3bl PErucTpa TeMOpIITHH.

MarepuaJbl U MeTOAbl. MICTOUHUKN NaHHBIX UL Ipea-
BapUTEIbHOTO HANOJHEHHs PpEeTUcTpa: JaHHBIE pPErucTpa
6ompHBIX TeModumueit HI'O, 6a3a naHHBIX TalMEHTCKOW Op-
ranuzaumu (Bcepoccuiickoro oOmectBa remoduinu), JgaH-
Hble [eMaToIornueckoro HaygyHOro IEHTpa IO OOJIBHBIM M3
MockBsl 1 MOCKOBCKO# 005acT. AHaNIN3 TaHHBIX U pa3pa-

00TKa aJTOPUTMOB OCYIIECTBIISICTCS C UCIIOJIB30BAHUEM CTaH-
JTAPTHBIX METO/IOB CTATUCTUIECKOTO aHAJIN3a, 3BPHCTHUECKIX
AJITOPUTMOB aHAIN3a CTPOKOBBIX NTEPEMEHHBIX.

PesysbTarsl U 00cyxnenue. [IpenBapurenbHblil aHanus3
MMEIOIINXCS] HICTOYHUKOB JIaHHBIX O MAI[MEHTaX OOJbHBIX Te-
MO]UIIHEH, TOKA3bIBACT CIIOKHOCTh ABTOMATHYCCKON HUICHTH-
¢uKa 00bEKTOB M3 6a3 UCTOYHUKOB BBUJLY PACXOXKICHHN
B CTPYKType cobmpaemoii mHopManny 1 METoAax ee 0OHOB-
nenusi. [lonHas uaeHTHUUKALMS U OIHO3HAYHOE MPUHSITHE
pelIeHre 0 BHECEHUH B MaCTEP-PETHCTP MOXKET IPUHUMATHCS
HCKJIIOYUTEIbHO HAa OCHOBE PYYHOM SKCIIEPTHU3bl U aljenTa
TeKyIIeH rnepcoHanbHOM uHpopMamuu. TeM He MeHee, NpH-
MEHEHHE Pa3padOTaHHBIX METOAWK WACHTU(HUKALUH MOXET
MIO3BOJIUTH CYIIECTBEHHO YMEHBIIUTH 00bEM PYYHON PabOTHI
BepU(UKAMK JaHHBIX U IEPBUYHOIO BBOJA O0a30Boi HH Op-
Manuu o O6ombHOM. Kpome 3Toro mpeaBapuTenbHAs OIEHKA
MOMYJISIIIUOHHBIX XapaKTEPUCTHK MO3BOJIUT ONTUMU3NPOBATH
TUIAHOBYIO PabOTy perucrpa u UCCiIeA0BaHU, Oa3upyIOIIUX-
Csl Ha HEM.

3akaiouenue. PazpaboTka a/leKBaTHBIX MaTeMaTHYECKH
000CHOBaHHBIX METO/IOB YIIPABICHUS PETUCTPOM U HUCHONb-
30BaHUSI MHO)KECTBEHHBIX HCTOYHUKOB JIAHHBIX JIOJDKHA TIPHU-
BECTH K CyIIECTBEHHOMY ITOBBIIIEHHUIO KaueCTBa PETHCTPA,
MOBBIIIEHHUIO TTOJTHOTH! ONUCAHUS IeJIeBON TOMYJIALUH, CHU-
3WTh 3aTPaThl HA TPYAOCMKHE PyUYHbIE ONEpaly BBOJA U Be-
pudukannuu nHGOPMAIHH.

Cknap W.', MnuyrnH A.M.2, Baceuknia E.C3, Pa3un C.B.", iposas O.B.

POJIb TPEXMEPHO OPTAHU3ALIUN TEHOMA
N KOMNAPTMEHTANIU3AUUU AAPA B PEKOMBUHALIUU JTIOKYCA TEHOB
TAXKEJbIX LEMEA UMMYHOTNNOBYJINHOB

'®BrYH «MHcTnuTyT 6ronorum reHa PAH», 119334, r. MockBa, Poccus; ? llabopatopus CUHTETUYECKOW 6ronornm
npu RASA-LeHTpe OIAQY BO «CaHKT-lNeTepbyprckuii nonutexHuyeckunin yumsepcutet MNetpa Bennkoro», 195251, .
CaHkT-MeTepbypr, Poccus; 3UHcTnTyT NycTasa Pycy, Bunbxynd, OpaHuma

SInepHOE MPOCTPAHCTBO PA3AEICHO HA Psi KOMITAPTMEH-
TOB, B KOTOPBIX CEKBECTPHPYIOTCSI CIEIM(HUUECKUE MPOLIECCHI,
CBSI3aHHBIE C TOH WJIM MHOW aKTMBHOCTBIO reHoMa. K BaxHel-
UM SIAEPHBIM KOMIIAPTMEHTAM OTHOCSITCS SIAPBILIKH, sAEp-
Hble crneksbl, PML-Tenbla, TpaHCKPUILIMOHHBIE U PEIIMKA-
nroHHble (padpuku. C TOYKK 3peHus uccienoBaHus GpyHKIH-
OHAJILHOW KOMITapPTMEHTAIM3AIMN SYKapHOTHIECKOTO A1pa W
TeHOMa 0COOBIH HHTEpEeC MPECTABIIAIOT TeHBI TAKENbIX IeTel
nmmyHoroOynmmaa (IGH), MHOTrOKpaTHO nepecTpanBaronecs
Ha Pa3HbIX dTanax AupQepeHIpoBKN B-mnMpouToB.

Heas pabdoTbl — U3yyeHHE KOMIAPTMEHTAIU3AIMU pe-
KOMOWHALMOHHBIX MPOLIECCOB B MPOCTPAHCTBE sJIpa B XOJE
T PepeHINPOBKH HAMBHBIX B-1MMponnTOB.

Marepuannl U MeTonbl. HauBHbie B-mumdbormrer nud-
(bepeHIMpPOBAIM C HCIOJIB30BAHHEM KOKTEHJISI IIMTOKHHOB.
[Monmoxenue B saape nokycos IGH, c-myc, CCND1 u momoxe-
HHE OCHOBHBIX SA€PHBIX KOMIAPTMEHTOB OMPENEISUIH C I10-
motpio 3D-immuno FISH.

Pe3yabTaThl U 00cy:KaAeHne. MBI TPOIEMOHCTPUPOBAIH,
4yto B X01e MuddepeHInpoBKH B-1MM(pOIUTOB MPOHCXOANT
nepemerenue nokyca IGH B oxonosiipslikoBoe npocTpaH-
CTBO; 3TO MEPEMEIIEHNE IO BPEMEHN COBIAJAET C aKTUBALHU-
el peKOMOMHAITMOHHBIX TporieccoB. OOHapyKeHa KOJIOKaJIH-
3anust Jokyca IGH ¢ AICDA (depmeHTOM, HaIpapIsiomIM
PEKOMOMHANIMOHHBIE TPOIECCh]) HAa TPAHUIIEC SAPBIIIKA B

B-nmumdonnTax, MpoxXoasSmx CTaAnd COMaTHYECKON THIIep-
MyTalY U NEPEKIIIOYEHNs] U30TUIIa auTuTel. [Ipoananusupo-
BaHO nepemenieHus jgokyca IGH orHocurensHO rerepoxpo-
MaTHHOBOTO KOMITapTMEHTA M TPAHCKPUIIMOHHBIX (aOpuK.
[TokazaHo 4TO mepeMelleH s JOKyca 00yCIOBICHBI PEKOM-
OMHAIIMOHHBIMHU ITPOIIECCAaMHU, HO HEe aKTUBALMEH NN pernpec-
CHEl TPAHCKPUIIINY T€HOB TSDKEJBIX HEeTell MMMYHOTII00yIH-
HOB. OxapakTepu3oBaHa sJepHas JOKAIU3alUsi T'eHOB-TIAp-
THepoB IGH 1o neiiko30reHHbIM TPaHCIOKaLUsM.
ITponeMOHCTPHPOBAHO, YTO COMMKEHHBIE AJIETH C-MyC
n IGH — reHoB-IapTHEPOB 110 TPAHCIOKAIMK TP JUMpOME
bepkurra — npeuMyIECTBEHHO JOKAIU3YyHOTCSd B OKOJIOS-
JIPBIIIKOBOM MpocTpaHcTBe. COMMKeHne B OKOJOAIPBIIIKO-
BOM KOMITAPTMEHTE B XOJI€ PEKOMOHMHAIIMOHHBIX IIPOIIECCOB
MOXET CYLIECTBEHHO MOBBIIIATh BEPOATHOCTH TPAHCIOKALIUU
1 TIOCIIEYIOMIETro Pa3BUTH TMMQOoMbI bepkurTa.
3akarouenue. [lpouecchl pekoMOMHAIMM JIOKyca Te-
HOB TSDKEJIBIX IIeTled MMMYHOIJIOOYJIMHOB B XOJI€ CO3PEBAHUS
B-nmuMponmToB perynmmpyrorcsi He TONBKO Ha MOJEKYISIPHOM
YPOBHE, HO ¥ Ha YPOBHE OpTraHU3aluK 0COOOTO SIEPHOTO KOM-
MapTMEHTa, B KOTOPOM CEKBECTPUPOBAHBI MPOLECCHl COMATH-
YECKOW TMIEPMYTAllMM H CMEHBI M30TUIIOB aHTHUTEIN. JIOKyCHI
c-myc u IGH cOnmxeHbl B OKOJIOSIPBIIIKOBOM MPOCTPAHCTBE,
YTO YBEJIMYUBAET BEPOSITHOCTD JIEHKO30I€HHOM TPaHCIOKALUY.

Paboma ¢unancuposanace epanmom PHD Nel4-24-00022
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3MUAEMNONOINA MHOXXECTBEHHOI MUENOMbI B POCCUU
(PE3YJIbTATbl MHOFOLLEHTPOBOIO MEXXPEFTMOHAJIbHOIO UCCZIEAOBAHUA)

'OIBY «femaTonormyeckunin HayuHblii LieHTp» MinHagpasa Poccin, 125167, . Mocksa, Poccus; 206nacTHan KnuHudeckan 6onbHUL, Tyna;
306nacTHas KnMH1Yeckas 6onbHULa, Bonoraa; “ObnactHas KnmHuyeckas 6onbHIULa, Teepb; Topoackasa KnMHudyeckas 6onbHuLa No4,
CapaHck; *ObnacTHan KuHMYeckas 6ombHULa, braroelueHck; ’ObnacTHas KMHMYeckas 6onbHIUa, benropog; 306nacTHas KNUHK-
ueckan 6onbHILa, Kanyra; ° Kpaesas knHuueckas 6onbHuua N1, Xabaposck; '°ObnacTtHas KnHnyeckas 6onbHuua 1m.B.[1.babeHko,
Tambos; ""ObnacTHas KnMHUYecKkas 6onbHULa, Apocnasnb; “CamapcKuii FoCy[apCTBEHHbIN MeAVLMHCKIIA YHBepcuTeT, Camapa;
301peneHyeckas 6onbHULA Ha ctaHumn CvoneHck OAO PXKJ, CMoneHck; “O6nactHasa KnHndeckasa 6onbHiua, OMck; *ObnactHom
KIVHUYECKNIA OHKonornyeckuin aucnancep No1, Bonrorpag; '*O6nactHas KnvHmyeckan 6onbH1La, MpKyTek; 7PecrybnmkaHcKnin Knu-
HUYECKWIN OHKOMorMyecknin arcraHcep, Crmdeponons; '*CBepanioBckas obnacTHas KnvHuueckas 6omnbHuua NO1, ExatepuH6ypr;
1“06nacTHas KnvHMYeckas 6onbHuUa N1, TiomeHb; 2KpaeBast KnHudeckas 6onbHUL, KpacHospcK; 2'Topoackasn KMHMYeckas 605b-
HuLa No7, KpacHosApck; 22Bonoroackan 0bnacTHan knnHuyeckas 6onbHuLa N22, Yepenosely; OKpy»kHanA KniHnyeckas 6onbHuua, Cyp-
ryT; *[opoACKo remaTtonornyeckunii LieHTp, HoBocnbupck; 2ObnactHas KnnHmdeckan 6onbHuua No1, BpsaHck; *Topopckas KinHmYe-
ckas 6onbHMLa N°16, KazaHb; 7O6nacTHasn KnmHnyeckas 6onbH1La, HuxHuiA HoBropop; #PecrybnmkaHcKas KnHuyeckas 60mbHu1La
M. H.A.Cemaluko, Ynan-Ya3;206nactHan KnuHnyeckaa 60nbHMLa, ACTpaxaHb; *°Topoackas 6onbHMLa N1 rm. Muporosa, CeBactomnorb

MmuoxectBenHas muesioma (MM) — Bropast 10 pacrpocTpaHeH-
HOCTH T€MaTOIOTHYECKast OITyX0Jb, C BHICOKMM YPOBHEM 3a0oeBae-
MOCTH TIPEUMYIIECTBEHHO Y MOXUIIBIX JIIOICH.

Leab paGoThl — OLIEHUTH HEKOTOPHIE MOMYIALOHHBIE XapaKTe-
pucTHKH nomyisinny 6oimbHEIX MM B Pocenn.

Marepuaiibl 1 MeTOAbl. B MPOCIEKTHBHOM HCCIEI0BAHUN TIPH-
Hsu yyacTtue 30 reMaToIoruueckux KIMHUK U3 28 peroHos Poccun.
C 01 suBapst mo 01 nexabps 2015 1. B uccienoBaHue BKIIOYEHBI 777
60mbHBIX (346 My>xunH U 43 1 sxeHIMHA) B Bo3pacte ot 29 j1o 89 ser ¢
BIIEPBbIE YCTAHOBJIEHHBIM JMarHo3oM MM.

Pesyabrarel. 34(4,5%) mNanuMeHTOB B MOMCHT JHArHOCTHKU
3a00neBaHNsl OTHOCHJINMCh K BO3pacTHOMY HHTepBainy 29-44 ner,
120(15,5%) — 45-54 net, 295 (38%) — 5564 net, 231(30%) — 65-74
nert, 97(12%) — crapme 74 net. Menuana BozpacTa s BCeX OONbHBIX
cocraBwia 63 rona. Pacnipenenenne GONBHBIX 1O CTaausIM 3aboieBa-
nust (Durie—Salmon) okazanocs cnenytomum: y 604 (77,7%) 60mbHBIX
yke B ie0rote 3a0oseBanus quarnoctuposaiu 11 craguro, y 12,4% —
II crapuro, y 9,9% — I crapmio 3a6oneBanns. Muenomuas He(ponarus
BhIsIBIIEHA Y 166 (21%) GONBHBIX.

Msrko-TKaHHbBIE KOCTHBIE TasMonutombsl MetonoM KT n MPT
ObuIH oOHapyxeHsl y 162(21%) Gompubix. [Tonpobuas nHpopmMartms

00 MHIYKIIMOHHOHN TepaIiy NPeACTaBlIeHa B PETUCTPALMOHHBIX Kap-
Tax 553 GonmbHBIX: OOPTE30MHUO-COAEPIKAIINE CXEMBI TEPAUH IPO-
Boawik 91% GonbHEIM, y 9% WCIONB30BAIMCH TOJIBKO XHMHOTEpa-
MEBTUYECKHE TIpenaparsl (MendanaH, BUHKPUCTHH, JOKCOPYOHIIUH,
nekcamerasoH). Cpeu G0JBHBIX MoJIoXKe 65 sieT MoOHIn3anys 1 coop
CTBOJIOBBIX KJIETOK KPOBH BBITIOJIHEHA B 15 cilydasix, ayTOTpaHCIIIaH-
Tanus peaian3oBaHa Jvmib 6 (1,64%) 6onbpHbM. [IpoTHBOOITYXO0IEBBIH
OTBET Ha MHAYKIMOHHYIO Teparuio oeHeH y 270 OonpHbIX. OOmuit
MPOTUBOOITYXOJICBBI OTBET ObLT JOCTUTHYT Y 65% O0nbHBIX, Y 35%
Ha0mroanach crabuan3anus 3a00/eBaHUs H PE3UCTEHTHOE TEUCHHUE.
Ha MoMeHT onieHKH pe3yabTaToB sKUBBI 91,5% O0NBHEIX, 65 GOIBHBIX
yYMepIH, IPUYHUHA CMEPTH: Iporpeccust 3aboneBanust — 64%, nHpex-
LUOHHBIE OCNIoKHEHUS — 13%, KoMOpOHIHOCTE — 23%.

Oocy:xnenue. Mennana Bo3pacta 6ompHbIX MM B Poccun MeHb-
me, yem B EBpome u CIHIA. 3a6oneBaemocts MM cpenu KEHIHH
BBIIIIE, YEM CPEId MY)KYMH. AOCOMIOTHOMY OOJBIIMHCTBY OOJNBHBIX
MIPOBOAMIM HWHIYKIMOHHYIO TEpanuio OOpTe30MHO-COmep KaIMK
cxemMamu, 3()(eKTUBHOCTh KOTOPOI COMOCTaBUMA C MHPOBBIMHU JaH-
HbMu. [IpezcTaBisieTcs: HEOOXOAUMBIM aKTHBU3HPOBATH BHITIOJIHEHUE
TPAHCIUTAHTALUH AyTOIOTWYHBIX CTBOJNIOBBIX KJIETOK Cpeay OONBHBIX
MM monoxe 65 net 6e3 TSKEIOM COMyTCTBYIOIICH MaToNIOTHH.

®épopoaa A.B., XpynbHoBa C.A.,, ®ponosa W.H., Knacosa lA.

AHTUBNOTUKOPE3UCTEHTHOCTb FrOCMUTAJIbHbIX LUITAMMOB
ENTEROCOCCUS SPP , BbIAEJIEHHbIX U3 TEMOKVYJIbTYPbIl BOJIbHbIX
FEMOBJIACTO3AMMW: PE3YJIbTATbl MHOTOLIEHTPOBOI'O UCCJIEAOBAHUA

OIBY «femaTonornyeckunn Hay4yHbin LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccusa

DHTEPOKOKKHM BXOIST B UMCJIO BEAYIIUX BO30yIUTENICH cercuca
y OOJIBHBIX TeMOOIACTO3aMH.

Leap paGoTbl — U3YYUTH TyBCTBHTEIBHOCTh K aHTUMHKPOO-
HBIM TpenaparaM TOCHHUTAIbHBIX IITAMMOB Enterococcus spp., Bbl-
JIETICHHBIX U3 TeMOKYJIBTYPHI.

MarepuaJjibl 1 MeTOAbl. MaTepHaaoM HCClIeI0BaHUS SBIAINCDH
SHTEPOKOKKH, BBIICJICHHBIC U3 TEMOKYIIBTYPEI OT OOJIBHBIX TeMo01a-
CTO3aMH M CHMITOMAaMH CeTCHCca, HAXOAUBIIMXCS HA CTallMOHAp-
HOM JieueHHH B 12 yiedeOHBIX yupeskaeHusix Poccum (2002-2014
rr.). s ucenenoBanus Opanu nepBblid mTaMM. YyBCTBUTEIBHOCTh
Enterococcus spp. X aHTUMHKPOOHBIM IIperiapaTtaM IPOBOIMIN Me-
TOJOM HOCJIeAOBaTe/lbHBIX pa3BeneHuid B Oynbone (CLSI, 2014),
K JaNTOMUIMHY — ¢ romotneio E-tectoB (bioMerieux, ®panrms).
Omnpenenenue reHotuna y Enterococcus spp, yCTOWIHUBBIX K BaHKO-
MULUHY, TPOBOAUIM ¢ tomorikio ITLP.

Pesyabrarel U o0cyxaenme. l3ydyeHa 9yBCTBUTENBHOCTH 363
mraMMoB Enterococcus spp., Bkiodast 281 (78%) E.faecium, 74 (20%)
E.faecalis, 5 (1.3%) E.gallinarum, 2 (0,5%) E.durans, 1 (0,2%) E.hirae.
Pesucrentasivu k BaHkoMunuHy Osuta 37 (13%) E.faecium, 1 (1,3%)
E.faecalis, 1 E.gallinarum. BanxoMuumH-pe3ucTeHTHble E.faecium
nvermn vand (78%) u vanB (22%) reHbl yCTOHYMBOCTH K BAHKOMHUIIU-
ny, E.faecalis — vanD ren. Briepebie B Poccun B 2012 . ObL1 BbLICIICH
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mort E. faecium (vanA), ycTolauBBIHA K JMHE30mU Y. J{0NIs1 BAHKOMH-
LIMH-PE3UCTeHTHBIX E.faecium Bozpocia ¢ 6% (2002-2007 rr.) no 20%
(2008-2014 rr); p = 0,006. Bce BaHKOMUIIMH-yCTOIUMBEIE E.faecium
ObUTN UyBCTBUTEILHBIMHU K JAIITOMUIMHY U TUTEIMKINHY. Jl071s1 HeuyB-
CTBHUTEJIBHBIX (PE3UCTEHTHBIX M YMEPEHHO-PE3UCTECHTHBIX) H30JIITOB
E.faecium x aHTUMUKPOOHBIM TIperiapaTaM ObUIa CIEAYIOMIeH: K JIMHe-
3omuy — 0,6%, k Tefikormranuny — 10%, k xnopamdennkory — 20%, k
TETPALMKINHY — 24%, K CTpenTOMULIHY — 59%, K reHTaMHIHY — 86%0,
K opuTpoMUIHHY — 94%, K 1eBodrokcarHy — 96%, K aMINIIUIAHY 1
neunuuHy — 100%. Bee usonsttel E.faecalis Obun 4yBCTBUTEIBHBI-
MU K JIMHE30/IU Ly, TUTCLUKIIMHY U TeHKOILIaHUHY, 98,6% — K aMIuII-
nuny, 93% — x nennuwnay. Cpenu E.faecalis, Beinenennsix ¢ 2008
1o 2014 r., pe3UCTeHTHBIMH K NICHUIIITNHY ObUH 13% M3011ITOB, /10
9TOrO MEPUOIA BCE U30MIATHI OBUTH TyBCTBUTEILHBIMH.

3akarouenue. [Ipeobnananue E.faecium (78%) 6bu10 ompenee-
HO IpH OakTepreMun. Pe3UCTEHTHOCT K BAaHKOMUIMHY Yy E.faecium
cocraBuiia 13% ¢ TeHAeHIMEH K yBEIMUYCHUIO IIPU AHAJIN3E 10 TOJaM.
Bblt BISIBIICH YCTOWYMBBIN K JIMHE30JMAY OAMH M30JAT E.faecium,
UMEIOIUH vanA IeHOTUIl yCTOMYMBOCTU K BaHKOMHULMHY. ToJIbKO
TUTELUKINH U JaNTOMULIUH ObIIM aKTUBHBI B OTHOIIEHUH BCEX JH-
TEPOKOKKOB, BKIIFOYasi BAHKOMUIINH-YCTOHIHNBBIC N30Tl UyBCTBU-
TEJIbHBIMU K aMIULIMILIMHY Obln 98,5% nsounsros E.faecalis.
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PE3YJIbTATbl MOHUTOPUHIA MHI-KJIOHA Y BOJIbHbIX AMJIACTUYECKOW
AHEMUWEW B NPOLLECCE UMMYHOCYNPECCUBHOW TEPANUU

'OIrBY «femaTonornyeckunin HayuHbin LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccus; 2kadenpa kKnnHuue-
cKoW nabopaTtopHoi fguarHocTmku N’6OY AMNO «Poccrinckan meanumMHCKas akagemusa nocsieannioMHoro obpasosa-
HuA» MuH3gpaBa Poccnn, 125993, r. MockBa, Poccua

BHenpenue NpUHIMIIOB BBICOKOYYBCTBUTEIBHONW MPOTOY-
HOW TUTOMETPUH, YBEIMYWIIO YacToTy oOHapyxeHus [THI -
KIIOHA y OOJIbHBIX arulacTudeckodl aHemmed (AA) yxke Ha
paHHMX 3Tarax ycTaHOBKU JuarHosa (10 79%). OnHako BBISIB-
nenne [THI -knona npencrapiseT HHTEpEC HE TOIBKO C TOUKH
3peHHs IPOrPECCUH B reMONIUTHYECKY0 hopmy (o1 2 10 19%).
Hasmume TTHT -ki10Ha y G0NIBHBIX AA MOXKET COIIPOBOXKIATHCS
CKPBITHIMU HapYIICHUSIMU TEMOII033a, PHCK TPOSIBIICHNS KOTO-
PBIX YBEJIMYHMBACTCS B YCIOBHAX NPOIH(EPaTHBHOIO cTpecca.
B nacrosimee Bpemst HeocriopuM (hakT HEOOXOIUMOCTH MOHU-
topupoBanus [THI -xitoHa y 00mbHBIX AA.

eab pa6orsl — npoBectd MoHUTOpHHT [THI-KioHa y
6onbHBIX AA B mipouecce VCT.

Marepuanbl u Metoabl. Ananu3 auHamuku [THI -kiiona
Ha pore ummyHocynpeccuHoi Tepanuu (MCT) npoBomuius
47 oonbHBIM AA, cpean KOTOpbIX nepBoHavaibHo [THI -kinoH
BELABIICH Y 59,6%. Menuana wabmoneHust coctasmna 27(9—
48) mec. B 3aBucumoctu ot pazmepa ITHI -kimona mo rpanyiio-
uTam, OOJNBHBIC paclpeaeseHbl Ha 4 YCIOBHBIC IPYIIbL: -5
rpymma (n=11)— ot 0,01 1o 0,99%; 2-st rpynma (n = 8) — ot 1
110 9,99%; 3-s rpynma (n =4) — ot 10 10 49,9%; 4-5 rpynma (n
=5)—ot 50% u 6onee. [THI-k110H onpenensiiim METOAO0M IPO-
TOYHOM LINTOMETPHUH MO MPOTOKOIY, npeanoxkennomy ICCS B
2012r, va mpotounom ruromerpe FacsCantoll, BD.

Pe3ynbrarhl. BrisiBieHa pasHoHamnpaBlieHHAs AMHaAMUKa
[THI -xn0Ha. Bo-niepBeix, y 3 u3 11 6ompHBIX 1-# TpyIIIBI yBe-

nuuenne Meauansl [THI -kjioHa ¢ MUHOpPHBIX 3HAaYeHUN (Me-
uee 1%) 1o 3,55%. Ilpu atom, y 1 6ompHOTO K 12-My Mecsiny
HaOoIeHNs TTpor3onuia noiHas snmuvuHanus [THI-kmona.
Bo-BrophiX, 3aMeTHasi OIHOHAIPABJICHHAsI IMHAMHUKA ObLIa
BEISIBIICHA CPEeU OONBHBIX 3-i TPYMIBI yXKe K 3-My MeECSILy
HAONMIONECHNS OJHOBPEMEHHO CO CTAHOBJICHHEM PEMHUCCHH:
Menuana ¢ 22,9% (18,39-24,77%) no 5,6% (1,5-6,7%). B
nmanpHeimem pasmep [THI-kimona cpemm GombHBIX 1-3-i
rpymnm octaBayicsi 0e3 3HAYMTEIBHBIX M3MEHEHWH. PasButne
remonutryeckoit hopmel [THI™ Habmonanoce y Bcex 0OJIbHBIX
n3 4-it rpymmsl, T.e. y 18% OGombHBIX AA ¢ mepBOHAYAIBHO
BbIsiBJICHHBIM [THI -k710HOM. BONTBIIMHCTBO OOMBHBIX TOCTHUT-
nu xopotero oteeta Ha MCT B kparuaiimme cpoku. Y 37%
O0ompHBIX AA 0e3 TTHI -kI0Ha 0OTMEYaoCch €ro TMOsSBICHHUE U
MEePCUCTEHIIUsST B mporecce HaOmoneHus — meauana 0,34%
(0,1-6,2)%.

3akaiodyenne. JlyHaMHYeckoe W3MEHCHHE pasMEpOB
[THI'-kyioHa, 1o pe3yabTaraM HACTOSIIIETO0 MCCIIEI0BaHUS,
B CTOPOHY YMEHBIIICHHUS, YBEIUUCHUS WIH TOSBICHUS, MIPO-
ucxoaut mpu orBere Ha VICT, i BeposTHEe BCETO 3aBHCUT OT
MPEUMYIIECTBa B IPOILECCE BOCCTAHOBICHHUS HOPMAIbHOTO
(I'd®U-no3utuBHOIO) MK KioHajapHoro (I'@M-HeratuBHOTO)
KpoBeTBOopeHHs. COBEPIICHCTBOBAaHHE METOJOB MOJCKYISP-
HOW TWAarHOCTUKH OJHOBPEMEHHO C AMHAMHYECKHM Halmro-
JICHUEM 3a TCYCHHUEM OOJIC3HH Y JTAaHHBIX OOJBHBIX MTO3BOJIUT
TIOTYYHTH JOCTOBEPHBIC OTBETHI.

XpynbHoBa C.A., ®énoposa A.B., Knacosa l'A.

FEHbl BUPYJIEHTHOCTU Y LUITAMMOB ENTEROCOCCUS SPP.,
BbIAEJIEHHDbIX N3 TEMOKVYIJIbTYPbI Y BOJIbHbIX TEMOBJIACTO3AMU

OIBY «femaToNOrMyecKknin HayuHbI LieHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

OHTEpOKOKKH BXOJAAT B UHCJIO BEAyUIMX Bo30ynu-
Tene cemncuca y OONBHBIX TremMoOnacTo3aMu. OTH BO3-
OynuTenu, Hapsgy C pasHBIMH HapaMeTpaMH YyBCTBH-
TENILHOCTH, WMEIOT pa3Hble TI'eHbl BUPYJICHTHOCTH, KOTO-
pBle MOTYT MMETh 3Ha4eHHE B WH(EKIMOHHOM IIpolecce.
K takum reHam OTHOCST SHTEPOKOKKOBBIM MOBEPXHOCTHBIN
npoteuH (esp), cyocTaniuio arperanuu (asal), ruapoIuTHYC-
ckue ¢pepmenTsl xenarunasy (gelE) u ruamyponnnasy (hyl),
OaKTepHaIbHBIN TOKCHH MUTOIH3HH (CylA).

Ileas padoThl — U3YyYUTH TE€HBI BHUPYJICHTHOCTH Y
Enterococcus spp., BBIICIICHHBIX U3 TEMOKYJIBTYPBI.

Martepuajibl 1 MeTO/Ibl. DHTEPOKOKKH, BBIJICIICHHBIC 13
TeMOKYJIBTYPBI y OOJNBHBIX reMo0biactozamu u3 12 cranuona-
poB Poccun (2002-2014 rr.), uccienoBaid METOIOM MYJIBTH-
miekcHoii [P Ha Hanmm4mre reHOB BHPYIIEHTHOCTH (esp, asal,
gelE, hyl, cylA) u reHOB, KOIUPYIOUIHUX YCTOWYNBOCTh K BaH-
KOMHIHMHY (VanA, vanB).

Pesyabrarel u o0cyxneHue. Bcero Oppio  wmccie-
nosano 363 mramma Enterococcus spp.. 281 (77,4%)
E. faecium, 74 (20,4%) E. faecalis, 8 (2,2%) npyrue
(S E. gallinarum, 2 E. durans, 1 E. hirae). Pe3nCTeHTHBIMH K BaH-
xkomuuHy 061t 37 E. faecium (VREfim) u 1 wutamm E. faecalis.
VREfm nmenn renst vanA (n = 29) u vanB (n = 8). ['ensl Bupy-

JIEHTHOCTH TPUCYTCTBOBAIN Y 92% Enterococcus spp. Pacnpe-
JIeNIieHre TeHOB ObLIo cienytoriee: 64,7% esp, 14,9% asal, 8,3%
cylA, 55,4% hyl, 19,6% gelE. Wccrnemyemble TeHbI OTCYTCTBO-
Banu 'y 29 Enterococcus spp., B UX 4HCIIO BOILIM 23 mTamMMma E.
Jfaecium, 3 mramma E. faecalis v 3 mramMMa U3 KaTeropuu Jpy-
rux (E. gallinarum, E. durans, E. hirae). [ eHbl BUPYJACHTHOCTH
nmenu 91,8% E. faecium u 96% E. faecalis. Cpenn E. faecium un
E. faecalis pactipeienenune reHoB ObuI0 ciieytoiee: esp 75,8%
npotuB 29,7%, asal 2,5% nporus 62,2%, cyl4 1,1% mnpotus
36,5%, hyl 65,5% nportus 17,6%, gelE 6,4% npotus 68,9%
(» <0,001). Hannume TOIBKO OZHOTO FeHa BUPYJIEHTHOCTH CTa-
TUCTHYECKH 3HAYMMO date O0bu10 y E. faecium (35,6%), yem y
E. faecalis (17,6%); p <0,01.

3akii04enue. Cpenu LITAMMOB
Spp., BBIACNCHHBIX W3 TEMOKYIBTYPBHI, Ipeolnananu
E.  faecium. TeHbl BUPYJICHTHOCTH OBUIM OOHapyXe-
Hbl y OOJBHIMHCTBA WTaMMOB Enterococcus spp. [eHsl
esp M hyl CTaTHCTHYECKM 3HAYMMO 4YaIllle ONPENCIUTH Yy
E. faecium, reunt asal u gelE — y E. faecalis. Ilpu uzyue-
HUM TE€HOB BHUPYJICHTHOCTH Yy E. faecium, 4yBCTBUTEIBHBIX
U yCTOHYMBBIX K BAHKOMHIIMHY, OIIPEIEICHBI CTATHCTHUCCKH
3HAYMMBIC Pa3IMYHs B YaCTOTE OOHAPYKEHUS TOJIBKO OHOTO
reHa — asal, xoropslii mpeodnanan y VREfm.

Enterococcus
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MATEPHUAJIBI ITIOCTEPOB III KOHI'PECCA TEMATOJIOT'OB

Abpamosa T.B.", O6yxoBa T.H.!, NMokposckas O.C.", YpHoBsa E.C.!, BotsikoBa O.M.2, MeHgeneesa J1.M.

AHAJIU3 OBLLEV BbIXKUBAEMOCTU BOJIbHbIX
MHOECTBEHHOWN MUEJIOMO B OTAEJIbHbIX LUTOTEHETUYECKUX FPYMMAX

'OrBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccnm, 125167, 1. MockBa, Poccus; 2OIBY «Poccuinckumi
OHKOJTIOrMYeCKNIA HayyHbI LeHTp um. H.H. broxuHa» Munsgpasa Poccuu, 115478, r. Mocksa, Poccusa

BHenpenrne B KIMHAYECKYIO MPAKTHKY HOBBIX JIEKAPCTBEH-
HBIX CPEACTB (MMMYHOMOAYIMPYIOLIIUX MpernaparoB U WHTHOH-
TOPOB IIPOTEOCOM), @ TAKXKE TPAHCIUIAHTALUU ayTOJIOTUYHBIX
ctBONOBBIX KJIEeTOK (ayTo-TCKK) 1mo3Bonmmio 100UThCs MOTHOM
PEMHCCUHM HE MEHEE YeM Y IOJIOBHHBI OOJIbHBIX MHOKECTBEH-
HOI MuenoMoit (MM), 4To MOBIHSIIO HAa OOIIYIO BEDKHBAEMOCTh
(OB) 6onbHBIX. BMecTe ¢ TeM y TpeTH OONBHBIX B TEUEHHE IEp-
BOTO T0JIa Pa3BUBAIOTCS PELIMIUBBI, U CETOIHS HET JOCTOBEPHBIX
KPHUTEPHEB POrHO3UPOBAHUS OTBETA HA TEPAITUIO.

Hean padorpl. OLEHUTH BIUSHUE TEHETUYECKUX aHOMAIUMA
Ha TEPBUYHBIA MPOTHBOOIMYXOJIEBBIH OTBET y OONBHBIX MM 1
OB nocie ayro-TCKK.

Marepuaisi u MeToabl. C okTs16ps 2009 r. mo aBrycr 2015 .
101 GonpHOMY (55 My)kuuH M 46 xeHIIUH), B Bo3pacTte 3078
(menmumana 58) ner, 70 Havana jedeHus BoimoinHeH FISH-anamm3
moHoHyKiIeapoB u CD138"-knerox xoctHoro mosra (KM) mms
BoisiBrieHus t(11;14), t(4;14), t(14;16), t(14;20), t(6;14), del13q14,
del17p13/TP53, amplq2l, t(8q24)/cMYC, tpucomuii 5,9,15.
Cranus 3aboneBanus no cucreme D-S: I cragust —y 5 (4,9%),
II cramust —y 43 (32,7%), 11l cranus —y 63 (62,4%) GONbHBIX.
VY 36 GonbHBIX AMarHocTHpoBaHa moxctaaus B, y 44 (43,5%)
6bu1 noBbIIeH yYpoBeHb JIT, y 36 (35,6%) O0nbHBIX — MOBBIILIEH
ypoBeHb 32-m. MHIyKIMOHHAS Teparus BKIroYaia 6—8 6opre30-
MuOcoepkalmx KypcoB. OLeHKy IPOTHBOOIIYX0JIEBOIO OTBETA
MIPOBOAMIIM B COOTBETCTBHHM C pekomeHnarmsamMu IMWG (2006).
AyTto-TCKK Boimonnena 82 (81,2%) 6onpapiM. Meanana Habro-
JieHus 3a 6osbHBIME cocTaBmiia 18,8 mec. CrarucTuyeckyro 00-
paboTtky rpoBoauaK B iporpamme Ibm spss 21.

PesyabTarel u odcy:xaenue. Ilocie MHIYKIMOHHOW Tepa-
nuu B rpynine 6omnbHbIX ¢ t(11;14) TTP+OXYP Obina nocturayra
y 7% GonbHbIX, YP —y 31%, pe3ucTeHTHOCTD 3a(hUKCUpOBaHa —y
32%. B rpynme 6onpHBIX ¢ t(4;14) yactora [TIP+OXYP —y 67%,
YP —y 22%, pesuctentHOCTh — y 11%. ¥V GonbHbIx ¢ t(14;16):
OXYP —y 20%, YP —y 60%, pesuctentHocTh —y 20%. B rpynme
60mbHBIX C t(8q24): OXYP —y 6%, UP —y 47%, pe3suCTeHTHOCTh
-y 47%. Y 6ombubix ¢ delTP53: OXYP —y 28%, YP —y 45%,
pe3ucTeHTHOCT —y 27%. B rpynmne 6oipHbX ¢ amplq21: OXYP
-y 38%, UP —y 52%, pe3ucrentHocts — y 10%. Cratuctiuuecku
3HagnMble paznuamst OB mocne ayto-TCKK momydensr B rpym-
nax ¢ delTP53 u t(11;14). Meaunana OB, paBusBascs 18,2 mec,
JIOCTHTHYTA TOJBKO B rpymme ¢ delTP53, mpu atom 3-netusist OB
B rpymne ¢ delTP53 cocraBuna 24%, 6e3 nee — 75,5% (p < 0,05).
2-neruss OB B rpynme ¢ t(11;14) craTucTrdecky 3Ha4UMO HIDKE,
4yeM B Tpymie 6e3 Hee —y 69% u 82% (p < 0,05), uro He coBma-
JaeT ¢ JaHHBIMU JUTEPaTyphl O ¢ OIaronpusTHOM BIUSHUU Ha
teueHrne MM. Y GonbHbIx ¢ t(11;14) HU B OHOM CiTyuac HE BBISB-
nena delTP53, Ho oTMeueH Bricokuit ypoBeHs B2-m u JIT, uTo,
BO3MOXKHO, yXyAuuio nokaszarenu OB B naHHOit rpyme.

3akurouenne. DelTP53 sBnsercs dakropom Hebaaronpu-
ATHOTO IIPOTHO3a IpPU HPOBEACHUU Tepanuu OopTe30MHOOM:
3-netusist OB — y 24%, meanana BepkuBaemocta 18,2 mec. Ha-
JIMYUe BBICOKOTO ypoBHs 32-m u JI/IT” yXyaumaroT pe3ysbTarhl Jie-
yeHus: 6oapHBIX MM c t(11;14). B rpynmax 6onbHbIX ¢ 1(8q24),
delTP53, amplqg21 u t(14;16) orBeT Ha GopTe3oMUOCOIEPKALITHIEC
KypChI Xyxe, 4eM B rpynnax c t(11;14) u t(4;14).

Paboma svinonnena npu noooepoicke PODHU (cpanm Nel5-04-02568).

A6pamoBa A.B., ®ngaposa 3.T., Muxainosa E.A., YctuHoBsa E.H., laBpunuHa O.A,,
Mwxanbuosa E.[., Tpouukas B.B., O6yxoBa T.H., MapoBuuyHukoBa E.H.

BPOXAEHHDbIE AINNACTUYECKUE AHEMUN
B MPAKTUKE B3POCJ1I0I0 FTEMATOJIOTA (KNUHNYECKUE CJTYYAN)

'OrBY «femaTonornyeckunin HayyHbln LeHTp» MuHsgpasa Poccum, 125167, r. MockBa, Poccums

KomOunupoBannass ummyHocynpeccuHas tepanusi (MCT)
2 peKTHBHA y OONBIIMHCTBA B3POCIBIX OONBHBIX aIIaCTUYeCKOU
anemueil (AA). Ho y 20-30% 6onpabeix UCT He sddexrusHa. B
9TOH Tpymme 00IbHBIX AA, pehpaKTEePHBIX K JICICHHIO, MOTYT OKa-
3aThCsl B3pOCIble 00JIbHBIE C KOHCTUTYIHOHAIBHBIMU AA (KAA).
KAA, u, B iepByto ouepenp, anemusi ®ankonu (AD) u BpoxeH-
HBII uckeparo3 (BJI), He peaxo AMarHOCTHPYIOTCS B cTaplleM
Bospacre: y 9% 6onbHbIX pu AD u B 46% npu B/l auarnos ycra-
HaBJIMBAIOT B BO3pacTe cTapiue 16 jer.

Lens padorsl. BrisiBienne KAA y B3pocibix O0JIBHBIX B MO-
MEHT IepPBOHAYAILHOTO AUarHOCTUPOBAHUS U HE OTBEYAOIINX HA
nporpammuyto MCT.

Pesyabratel m odcyxaenune. C 2013-2015 rr. 8 'HI] Ha-
omonanucek 3 6ompHBIX KAA. Jlo rocnuranm3anuu B THIL nas-
HOCTB 3a00J1eBaHus cocTaBmia: y nepsoro 6omsHOro (1) — 4 roma,
y Broporo 6ossHOro (II) — 11 met, y tpersero 6omsHoro (III) —
1 rox. Bo Bcex ciydasix ObLT yCTaHOBIICH THarHo3 AA, MpoBOIMII
JIeYeHHE [IMKIOCIIOPUHOM A, IEKCAMETa30HOM, PEIHU30JI0HOM U
3aMeCTUTENNbHAs TeMOKOMIIOHEHTHAs Teparnus. BozpacT 60iabHBIX
Ha MOMEHT rocrutanu3anuu B ['HIL] cocTaBissi COOTBETCTBEHHO
21, 24 u 29 ner. Bo BpeMsi (hpU3MKaIBHOTO OCMOTpa 00paIain Ha
ce0s BHUMaHUE pa3lIMyHble aHOMAJIMM pa3BUTHA: | — rumeprur-
MEHTAIIMS KOXKH, [ISITHA [BeTa “Ko(e ¢ MOJIOKOM”, “NTHYbE JIHUI0”,
aHOMaJusl pa3BUTHs pedep, THIOIUIa3us TEHOPa, aTpesus CIyXo-
BOTO Ipoxoja, runomiasus sudek. Il u Il — perukynsprast runep-
MUTMEHTALMS LIeH, paHHee IOCeeHue, CIIOUCTOCTh U Aedopma-
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LUS HOTTEH NablIeB CTOI, CIE30TEYEHHE U CYyXOCTh KOHBIOHKTHUB.
I — npu cTaHzapTHOM LUTOTEHETHYECKOM HCCIIE0BAaHUU JTUMQO-
LIUTOB Tepudepruueckoil KPOBH BBISABICH HOPMAJIbHBIM MYMKCKOMH
KapuoTuil, B 4 Muto3ax (20%) oGHapyKeHbl XpOMaTH/HbIE pa3phbl-
BbI, ()parMeHTHI (aHAINU3 NPOBE/IEH 0e3 aIKHIMPYIOLIUX areHTOB).
Tect ¢ aMANOKCHOYTAaHOM — MOJIOXKHUTENbHBIN, HccienoBaHo 30
MHUTO30B, BBISIBICHO 48 abepparuii (;1abopaTtopus IUTOT€HETHKH
u monekyisipaoit renetnkn OBI'Y OHKI[ JAI'OU um. dmutpus
Porauesa). Takum 00pa3oM, Ha OCHOBaHMHU KJIMHHKO-JIabopaTop-
HBIX JaHHbIX, y | OompHOTO ycTanoenen auarno3 A®. V II u III
Ha OCHOBAaHHMH TOJIBKO aHAMHECTUUECKHUX U (PU3UKAIBHBIX JaHHBIX
ycraHoBleH auarHo3 BJI. I — Hauara Tepamus aHaOOIMYECKHMH
ropmonamiu ([anazon). ¥V II — nocne 6 mec tepanuu {aHazonom
JOCTUI'HYTa YaCTHYHAsl peMUCCHs 3a00seBaHusl, 0€3 3aBUCHMOCTH
ot remotpancoysuii. Il — nmposeaena amto-TKM u gocturHyTa
nonHas pemuccus (Cankr-IlerepOyprekuii rocyrapcTBeHHBIH Me-
quuuHcKkuit yausepeutet uM. VLIT. [TaBnoBa M3 PO).

3akmouenne. Kimmanueckas manudecramus KAA  Bo3Moxk-
Ha BO B3POCIOM BO3pacTe, MO3TOMY TIIATENbHOE (U3MKAIbHOE
o0crenoBaHNE B OOJBIIMHCTBE CIIydaeB SIBILIETCS OCHOBOM Iua-
THOCTUKH BPOXK/ICHHBIX alljla3ui, OHAKO, IPOBEICHNE CKPUHHH-
TOBBIX TECTOB HEOOXOAMMO ISl OATBEPIKACHU qrarno3a. OTcyT-
cTBHE OTBeTa Ha IposeneHHyto VICT B coueTaHuu ¢ MUHMMAIlb-
HBIMH KJIMHHYECKHMH MTPU3HAKAMH YKa3bIBaeT Ha HEOOXOMMOCTh
o0cnenoBaHus OONBHBIX AA /ISl UCKITIOYEHUS] KOHCTUTYIIHOHAITb-
HBIX OopM 3a00JIeBaHHS.
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Anb-Pagun J1.C., Mouceesa T.H., IxxynakaH Y.J1., KospuruHa A.M., Kopxosa C.M., XBacTyHoBa A.H.,
OeupHbik B.H., AkyTnk U.A.

ANOOY3HAA B-KNETOYHAA IMMOOMA KPACHOW NYJbMNbl CEJIE3EHKU:
AUATHOCTUKA, TEYEHUE

'®OIBY «femaTonornyeckmin HayuHbin LeHTp» MuHsgpasa Poccum, 125167, r. MockBa, Poccus; 2 OI'BY «DepepasnbHbiii
HayYHO-KNNHNYECKUI LileHTpa AeTCKOW reMaTonornm, OHKOMOM M 1 UMMYHOIOTX UM. Amutpus Porayesa»
MwunH3gpasa Poccuu, 117997, r. MockBa, Poccusa

Juddysnas B-knerounas smmdoma KpacHOH MyJIbIIbl ce-
JIe3eHKH, BIIEPBEIC BBEACHHAs B Kiaccudukanmo BO3 B 2008
T, B CHIy PEAKOCTH M HOBM3HBI SBISETCS MallOM3BECTHOM
Ho3zozorueil. B ®I'BY T'emaronorndeckuil Hay4dHbIM LEHTP
(MockBa) yCTaHOBJICH 3TOT AWArHO3 M IPOBEICHO JICUCHUE
y 10 marmeHToB.

Lean padoTsl — aHaIM3 KIMHUYECKUX U JIAOOPATOPHBIX
KPUTEPUEB AMATHOCTUKH M BBIOOpA TAKTHKU JICUCHUS AHUQ-
(y3HOI B-Kki1eTOUHOM TUM(POMBI KPACHOH ITYJIBITBI CEIIC3CHKH.

Marepuajbl 1 MeTOABI. Y BCeX MalMEHTOB UCCIIEI0BAIN
reMorpamMMy, MHEJIOTpaMMy, TPETTaHOONONTaT KOCTHOTO MO3-
ra, onpeaessuin GeHOTUI TUM(POUIHBIX KIETOK ¢ MapKepaMu
CD19, CD20, CDS5, CD23, CD10, CD25, CD103, CD123,
CD200, LAIR-1, onpenensnu TapTpaTyCTOMYUBYIO KHUCIIYIO
¢docodarazy, myranuo VO0OE rena BRAF. buonrtarsl KOCT-
HOTO MO3ra U CEeJe3€HKHU HccliefoBaHbl ¢ Mapkepamu CD3,
CDs, CD20, CD23, CD25, CD76 (DBA.44), CD103, CD123,
TRAP, Annexin 1, Cyclin D1, p53.

PesyabraTtel u  obcyxaenue. [luarnos uddysHoit
B-kierouHoi nMM(pOMBI KPAaCHOW IyJBIIBI CENE3CHKH OBII
ycranoBieH y 10 60npHBIX (6 MYy>KYHMH U 4 KESHIITHH) C MEIH-
aHOU Bo3pacta nebroTa 3aboneBanus 66 (39-78) net. V Bcex
OONBPHBIX TOMHHUPOBAJIO 3HAYUTEIIFHOE YBEIUICHUE pazMepa
cenezeHku ot 19 mo 40 cm (menumana 23 cm). B remorpamme
JEUKOIICHUH HE OTMEYEHO, y OOJBUIMHCTBA OOJIBHBIX BBISIB-
JieH neikonuTo3 (Mennana 35 1/mki, ot 4,8 mo 120 T/MKi) ¢

mumMpouuro3oM (Meanana 81%, ot 56 10 98%) 3a cuer BoOp-
cuHYaThIX JuMdonnToB (Menuana 50%, pazopoc 17-85%).
Bopcunuarbie nuM(OLUTBI HE WMEIH KIAacCHYecKoro (e-
HOTHITA BOJIOCATOKJIETOUHOrO Jiehiko3a: CD25, u3 10 0onb-
HEIX y 6 CD103-, y 8 — CD11c*; TapTparycroifunBasi Kucias
¢docdaraza cnabo (+) nump B 2 u3 10 ciryuacs; MapKepHas
mytauust BRAFV600E orcyrcTBOoBana Bo Bcex ciydasix. B
TpemanoOuonTare TUMQOUIHAS WHOWIBTpAIHs cradas, HO
THCTOXMMHYECKH YETKO BbIpaXkeHa. B OuonTare ceie3eHKH
BeIpakeHa JuQdy3Has iumMdounHas WHPHUIBTpAIMs Kpac-
HoM mynbIbI ¢ 3kcripeccueit CD20, CD11c, DBA.44; TRAP+,
npu 3toM 3kcrpeccun CD25, CD103, CDI123, Annexin 1,
Cyclin D1, p53 He BbisiBIIcHO. Y 7 O0nbHBIX (5 0€3 CIUICHIK-
TOMHH U 2 CO CIUIGH3KTOMHEH) OBLIO TPOBENCHO JICUCHHE
KIaapuOuH + uHTepdepoH + purykcumad. OtmeueHa Head-
(PeKTUBHOCTH MOHOTEpAIMH, MaKCUMaJIbHasl 3PPEKTUBHOCTH
koMOmHaIu | Kypc KinagpuOWHa + puTykcumad 4 Kypca B
MOZIICPIKUBAIOIIIEM PEXUME.

3akmiouenne. OTINYUTENbHBIE YepPThl JIUM(OMBI Kpac-
HOW TMYNBIBI CENIE3eHKH — MPEBAJIMPOBAaHHUE CIUICHOMETa-
UM HaJ MOP(OJIOTHYECKUM BOBJICYCHHEM KOCTHOIO MO3Ta,
neiikonuTos, orcyrcTBue myrauuu BRAFV600E, psna CD-
MapKepoB BOJIOCATOKJIETOYHOTO JICHKO3a M TapTPaTyCTOININ-
Boi kucioi (ocdarazpl. ONTUMATHLHOW TAKTUKOH JICUEHUS
SIBJISIIOTCSL CIUICGHIKTOMMSI W/WIIM Teparnusi KIagpuOuH + pu-
TyKcumao.

AHppeeBckas E.A.

3MUBEMUNONOINA XPOHNYECKOIO JIMM®ONENKO3A
B 3ABAKAJIbCKOM KPAE 3A MEPVUOA C 2010 MO 2015 T.

Y3 KpaeBas KnvHudyeckas 6onbHuLa, I. YuTa

B 3abafikanbckoM Kpae XpPOHHYECKHN JITHM(OICHKO3
(XJIJI) cocTaBnseT okosio 59% B TpymIe JEHKO30B.

Lean padorsl. [IpoBeneHne 2MUAEMUOIOIMYECKOTO aHa-
7132 3a00JIeBAEMOCTH C BIIEPBHIC YCTAHOBIEHHBIM THATHO30M
XJI ¢ 2010 mo 2015t

Matrepuansl 1 MeToabl. V3yueHa nepBuyHas 3a00jeBa-
e€MOCTh HaceJeHHne 3a0aifkabCKOTO Kpas crapiie 18 meT Ha
OCHOBaHHMHU 00pAaIaeMOCTH MAMEHTOB 3a CIICINAIN3UPOBAH-
HOH moMoIIst0, Bcero 207 deoBek.

Pe3yabTaThl u 00cy:xkaenue. 3aboneBaemocTts XJIJI B
3abaiikanbckoM Kpae coctasiser 1,8 ciyuas mHa 100 000
HaceneHusi. CpeqHuil Bo3pacT OONBHBIX cocTaBua 62,9 +
10,1 roma, OIMTENHHOCTH 3a0oiieBaHus OT 1 mo 72 Mec.
Cpenn ob6crnenoBaHHBIX ObuTO 98 (47%) wenmmua U 109
(53%) myxuun. Craaus A mno Binet 3aperucrpupoBaHa y

124 (60%) 6ombHEIX, cTamust B — y 53 (25,6%) OONbHEIX,
cragus C —y 30 (14.4%). Ucnonp3oBanue ¢urynapabuHCO-
JepKaIuX IporpaMm JiedeHus nposeneHo y 103 (49,7%)
OoNBHEIX, y 2 TIpoBeneHa Tepanus BR, moHOTepanmio pu-
Tykcumabom momyumnn 10 (4,8%), Tepanuio xsiopamoy-
nuiaoM — y 34 (16,4%), 50 (224,1%) OONbHBIX JICUCHHUE HE
MONTy9aroT M HaXomsATcs 1moj Habmomenuem. OcTaibHBIC
OONBHBIC TOTYYUIN APYTHE KypPChl HUTOCTATHYECKON Te-
panuu. B 3abaiikanbCckoM Kpae HET ONbITa NPHMEHEHUS.
anemMTy3ymaba, HOpyTHHHOA M JIPYTUX COBPEMCHHBIX JIe-
KapCTBEHHBIX IPEMapaToB.

3akuarouenne. C 2010 . oTMeuaroTcsi craOMIIbHBIE MOKa-
3aTeNu MepBUYHOI 3a001eBaeMocTH. JlaHHBIE perucTpa 60b-
Hb1x XJIJI B 3abaiikanbckoM Kpae TO3BOJISIOT MPOAHATU3UPO-
BaTh 4acToTy U cTpykTypy XJIJIL.
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banawosga B.A., LUnnosa E.P,, CemeHoBa H.lO., Pyrans B.W.

KOJIOHUEOBPA3YIOLWWAA CMOCOBHOCTb FEMOMO3TUYECKUX CTBOJIOBbIX
KNETOK BOJIbHbIX AMJINCTUYECKO AHEMUEW B 3ABUCMMOCTH
OT HAJINYMA NHI-KJIOHA

OIBY «Poccnincknin HayYHo-nccnefoBaTeNbCKUN MHCTATYT rematonorumn u TpaHcdysmonorum» OMBA Poccuu,
193024, r. CankT-lNeTepbypr, Poccun

OpHOM W3 TPWYMH pPa3BUTHSA AIUTACTHYSCKOH aHEMUH
(AA) paccmarpuBaeTCs WMMYHOOIOCPEIOBaHHAs WHIHOM-
YISl TeMOII033a — IIUTOTOKCUYHOCTh aHTUTCHCIEIU(PHIESCKUX
T-muMpoIMTOB M THNEPHPOAYKIHS HPOTHBOBOCIAIUTEIb-
HBIX HUTOKUHOB 1-ro Tuma. Kpome storo AA moxer ObITh
CBsI3aHa C BHYTPEHHHUM JIe()EKTOM TeMOIIOATHIECKUX CTBOJIO-
BeIX KJIeTok (I'CK) m HapymieHHeM peryisTOPHOTO BIHSTHUS
CTPOMAJIBHOTO MHKPOOKpYXeHus. MI3BecTHO, uTo npu AA Ko-
nonueobpasyromas criocodrocts (KOC) I'CK pesko cHuke-
Ha, ¥ MOJKET BOOOIIIE OTCYTCTBOBATh. B TO e Bpems y 60ib-
HBIX AA 3agactyio peructpupyetcs nossienue [THI -kionHa.
Opnnako, ocobeHHOCTH (QyHKIMOHAIBHOTO norteHnuana ['CK
YKa3aHHOHN KaTeropuH OOJIBHBIX OXapaKTePU30BAHBI MAJIO.

Heabr padorbl. M3yuenne KOC I'CK kocTHOro Mo3ra
O0osbHBIX AA B 3aBUCHMOCTH OT Hanmuuus [THI -kioHa.

Marepuajbl U MeToAbl. MarepuanoM HUCCIIEI0BaHUS
MOCITY)KHJIM aCIUpPaThl KOCTHOTO Mo3ra 55 0oibHBIX AA ¢
orcyrcrBueM [THI-kii0oHa M KJI€TKHM KOCTHOrO Mo3ra 25 mna-
nuenToB ¢ HanmmgueM [THI -ximona. KOC I'CK 6pina n3yde-
Ha C HCMONB30BAHUEM METOJa KyJIbTHBHPOBAHHS KIETOK B
noiHo# nurarenbHoM cpene Metho-Cult H YY35 na ocHose
METHII-IIEJUTIONO36I. JTa Ccpela CONCPKUT BCE HEOOXOIH-
MbI€ pOCTOBBIE (DAaKTOPBI U CIIOCOOHA TOAJEPKHUBATH POCT
SPUTPOUIHBIX, I'PAHYJIOIHUTO-MOHOIUTAPHBIX M MYJIbTHIIU-
HEHHBIX KojJoHMH. KynsruBupoBanne nmposogmwiock B CO -

nHKybOatope mpu t = 37° C B Teuenue 14 nHel B dHamrkax
ITerpu nuametpom 40 MM.

Pesynbrarel U o0cy:xkaeHHe. BblIo BBIIBIEHO pe3KOe
camwkeane KOC I'CK y 60ompHBIX AA ¢ TIEPBUYHO YCTAHOB-
JICHHBIM JTMarHO30M A0 Hayaia jedeHus. Ob1iee KoInuecTBO
kostoHu# y 6onbHBIX Oe3 [THI-xitona cocrasmio 57 (0-252)
Ha 1 X 10° mMuenokapuouuToB. B To ke Bpemsi KOJIUUECTBO
KoJIOHUH y OosbHBIX ¢ HanmuueM [THI -knona cocraBmino 130
(8-293) Ha TOT Xe 00BEM MHUEIIOKAPUOLUTOB. [loy4ueHHBIC
pe3ynbTatsl cBuAETenbCTBYIOT, uTo KOC I'CK xocTHOTO MO3Ta
y OonbHBIX AA ¢ HanmuyreM [THI -kj10Ha 3HAYNTEIBHO BBIIIC,
yeM y OonbHbIX 0e3 [THI -knona. Ha 3ToM 0CHOBaHWUU MOXKHO
ceTaTh BEIBOJ 00 OTHOCHUTEIFHON COXPAHHOCTH TpoiHdepa-
tuBHoro noteximana 'CK y 6onbupeix AA ¢ ITHI -kmoHOM.

3akawuenne. Ananmus KOC I'CK monrBepxnaet pedekr
Pa3BUTHS PONOHAYATIBHBIX KPOBETBOPHBIX KIETOK HpH AA.
OnHaxo, y 6onbHBIX AA ¢ [THI'-ks10HOM ypOoBeHb HapyIIeHUH
nposudeparuBHoil aktuBHOCTH ['CK BbIpaskeH B MeHbIIei
crerieHu. M3BecTHO, uTO 3(hhekTHBHOCTH Tepannu AA 3Ha-
YUTENILHO BhINIe Y 00nbHbIX ¢ [THI-kmoHOM. YuuThIBast Ha1Iu
naHHble 0 PyHKIOHaTbHOM coctossHuu I'CK, npexacrasmnser-
Csl BO3BMOYKHBIM 3aKJIIOYHUThH, YTO Ooiee BBICOKas d(PEKTHB-
HOCTh JedeHus: OompHBIX AA ¢ ITHI-k10HOM MOXET OBITH
CBsI3aHA C OTHOCHUTEJIBHON COXPaHHOCTBIO IPOIH(pEepaTuBHO-
ro notennuana I'CK 3Toif kateropun 60IBHBIX.

bapabaHwumkoa M.B., Mopo3oga E.B., baiikos B.B., bapxatos .M., Mamaes H.H., AnaHckuin AJ1,,
3ybaposckas J1.C., ApaHacbeB b.B.

OonbIT NTIPUMEHEHUNA TPAHCNJTAHTALUU ANNTOTEHHDbIX
FEMONO3TUYECKUX CTBOJIOBbIX KNETOK C UCMOJIb3OBAHVEM PEXXMUMOB
KOHAVULIMOHUPOBAHUA CO CHUXKEHHON TOKCUYHOCTbIO Y BOJIbHbIX
MUENOOUNBPO3OM

HWW petckoii oHKonorn, rematosnorm v TpaHcrnnaHtonoriv um. PM. fopbauesoii TBOY BMO «Mepsbiit CaHKT-MeTepOyprekuin
rocyAapCTBEHHbIN YHMBEpCHTeT UM. akag. V.M. Maenosa» MuHagpasa Poccnn, 197022, r. CaHkT-TeTtepbypr, Poccua

Muenodudpo3 (M®D) oTHOCHTCS K TPYIIe XPOHUIECKIX
Ph-neraruBHBIX MuenonponudepaTuBHbIX 3a00JieBaHUN U,
Kak IpaBHJIO0, XapaKTepU3yeTcsl HEMPEPHIBHO MTPOTPECCHPYIO-
UM TedeHHEeM. TpaHCIIaHTanus alIoTeHHBIX TeMOTIOATHYe-
CKHX CTBOJIOBBIX KJeToK (ayuno-TI'CK) B HacTOSAImINiT MOMEHT
SIBJSIETCSI €JMHCTBEHHBIM METOJIOM TEPaIHH, TO3BOJISIONINM
IOOUTHCSA M3JIeUeHHSI OONBHBIX C TMEPBHYHBIM MHUEIOPHOPO-
30M, a Takke O0NbHBIX M®, pa3BUBIIUMCS BCIIEACTBUE HC-
tuHHON nonunutemun (UI1-M®) u scceHnnanbsHoM TpoMOo-
nutemuu (OT-MOD).

Leab padoTbl — o1leHUTH dPPEKTUBHOCTD MPHUMEHEHUS
amno-TI'CK ¢ ncnionszoBannem PUK y 6oipHbIx MO

Marepuanasl u metonsl. B HUNIOTuT um. P. M. T'opba-
yeBoit ¢ 2005 mo 2015 r. amno-TI'CK Bemonuena y 12 60716-
HeIXx M®. Menunana Bo3pacta cocrasmia 46 set (30-57 ner),
13 HUX 6 OOJBHBIX OTHOCHIIUCH K BEICOKOMY PHUCKY, 4 — K TIpO-
MexyTouHomy-2 1o mkane DIPSSplus. V 2 GonbHbIX anio-
TI'CK nposezneHa B (ase TpancopMayy B OCTPIH MHUEIIO-
OmacTHBIN Jeiiko3. MyTannoHHbIH craryc: 6 — JAK2V617F*,
1 — CALR", 1 — JAK2/MPL/CALR". Bo Bcex ciyyasix mpo-
BOJMJIM JICUCHHE C PEKMMOM KOHIMIIMOHMPOBAHUS CO CHU-
xenHor naTeHcuBHOoCcTH 103 (PUK) Oycymbdan 8—10 mr/kr,
¢bnyaapabun 180 mr/m>. B kauecTBe MpO(UIAKTHKH OCTPO
peakuny «TpaHcIuIanTar npotus xo3sinHa» (oPTIIX) ucrnomns-
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30BaJId TAaKPOIMMYC B KOMOMHAITNH ¢ MUKO(eHoIaT MO(eTH-
JIOM M aHTHTUMOLIMTAPHBIM UMMYHOTIIOOYJIMHOM HPH HEPOJI-
crBeHHO# ayuto-TT'CK. Y 2 60onbHBIX IPU TPAaHCIUIAHTALUH OT
HEPOIICTBEHHOTO JIOHOpa B KadecTBe mpodmmaktukua oPTIIX
npumeHsun nukinopochamun S0 mr/kr B [1+3, +4.

PesyabraTel M o0cy:xkaenne. Meanana HaOMOIeHUS CO-
crasmia 8 (0,23-36,7) mec. IlpmxuBieHne ObUTO TOCTUTHY-
TO Yy 9 OOJBHBIX, KIMHUKO-TEMaTOJIOTHYECKast PEMUCCHUS — Y
8. I'mcronmoruueckoe HCCIEAOBAaHHE KOCTHOIO MO3ra IOCIe
amo-TT'CK 65110 BeIMOTHEHO ¥ 6 60mpHBIX. Perpecc pudpo-
3a kKocTHOTO Mo3ra ¢ M®2-3 1o M®0-1 npousomren y 5 6071b-
Hbix J[+60, 100, 146, 365 1 958, 4T0 CONPOBOKAAIOCH TOCTH-
JKEHHEM ITOJTHOTO JIOHOPCKOTO XMMEpH3Ma M MOJECKYISIPHOMH
pemuccuu. JIByxJyieTHsisi 00Ias BBDKHBAEMOCTh COCTaBHIIA
50%. ITocne anmno-TI'CK ymepinu 6 60IbHBIX: ITporpeccus 3a-
OomeBanms — y |, MHPEKIIMOHHBIE OCIOKHEHHS — Y 2, HETIPH-
JKUBJICHHE TpaHCIUlaHTarta — y 1, Tsokenas oPTIIX —y 2. B
Hacrosiiiee BpeMs 6 OOJIBHBIX JKMBBI U HAXOIATCS B PEMUCCHT
3a0oJeBaHus, B TOM YUClie OONBHOM B (paze TpaHchopMarim
B OMJI Ha momenT anno-TI'CK.

3akmouenue. Aino-TI'CK sBisiercst aekTHBHBIM MeTo-
JoM JiedeHus 00mpHBIX M®. OnTrMI3aIist MpOTOKOJIOB Mpodu-
naxruku PTIIX u pesxuma KOHAUIMOHUPOBAHUS IOMOXKET YITyd-
LINTh PE3YJBTAThl TPAHCIUIAHTALIMH Y STOW IPYIIIbI OOIBHBIX.
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beccmenbues C.C., Kosnos A.B., uneHkosa t0.U., iBawwmknHa T.M.

W3YYEHUE CNEKTPA MYTALUIA B-TNTIOBUHOBOIO FEHA
B CEBEPO-3ANMAAHOM PETMOHE POCCUM

'®IBY «POCCUMNCKNIA HAYYHO-UCCNEA0BATENbCKNN MHCTUTYT FEMATONOMMN U TPAHChY3MOonornm»
OMBA Poccun, 193024, r. CaHkT-leTepbypr, Poccus; 2OIbOY BO «CeBepo-3anagHblii
rocygapCcTBeHHbI MeANLMHCKNI yHBepcuTeT um. V.. Meunnkosa» Munsgpasa Poccnn, 191015,
r. CaHkT-MNeTepbypr, Poccus; 3CM6 Y3 «<KoHcynbTaTUBHO-ANArHOCTUYECKWI LIEHTP ANA JeTen»,
192289, r. CaHkT-leTepbypr, Poccun

B-TamacceMuu — 3TO HACJICACTBEHHBIC HAPYIICHUS CHH-
Te3a TeMOTIOOMHA, KOTOPHIE TePEIA0TCs M0 ayTOCOMHO-PEe-
1ecCUBHOMY THITy. OCHOBHBIM 3TarioM MPO(MITaKTHKU Tajlac-
CEeMHH SIBJISICTCS MpoBoAMMAs B | TpuMecTpe OepeMEHHOCTH
MOJICKYIISIPHO-TCHETHYECKAasl JHATHOCTHKA TaTaCCEMHUYCCKUX
MyTanui y mrona. Bo3MOXHOCTh Takod TUArHOCTHUKU 00y-
CJIOBJIMBACTCS HAJTMUUEM JAHHBIX O MOJICKYIISIPHBIX eeKTax
[-TI0OMHOBOTO T€HA B TAHHOM PETHOHE.

Heap padoTbl. N3y4nTh 4acTOTy BCTPEYaEMOCTH MyTa-
i B-r100MHOBBIX TeHOB B CeBepo-3amaHoM PEeruoHe s
pa3paboTku Mep 10 MPOPHUIAKTHKE [3-TaIaCCeMH.

Marepuanbl U1 MeToAbl. MOJIEKYIIPHO-TEHETUUECKUIL
aHaJM3 ObUI MPOBEEH Y 65 MaMeHToB (MyX4nHBI — 31, KeH-
mwHEL — 34, ot 2 o 58 1et) ¢ quarHozoM B-tazacceMun (Ma-
nast 1 OombInast popma), HAXOAUBIIUXCSA HA 00CIICIOBAHUN U
neuenun B CII6 I'V3 «KoHCynbTaTHBHO-THArHOCTUYECKHH
uentp s perei» u GI'BY «Poccuiickuit HUU remaronoruu
u tpancdysuonornu ®MBA Poccum». Bee mammenTtsr npo-
*uBarT B I. CaHkr-IlerepOypre, HO UMEIOT Pa3IHYHBIA Ha-
OUOHATBHEIA cocTaB: 40% — a3epOaitmkanisr; 33,8% — pyc-
CKHe, KOTOphIe (TI0 UX CJI0BaM) HE UMEIOT HU KaBKA3CKUX, HU
Cpear3eMHOMOPCKUX KopHei; 11,3% — Gonrapel, KHIIPUOTHL;
8,7% — marecranupl; 6,2% — MaMEHTHI U3 CMEIIaHHBIX CeMeH
(ommH U3 pomuTenel pycckuid, Ipyroi — Berxozaen ¢ Kaskasa

nmu CpeauseMHOMOpbs). JIMarHo3 TajJacCeMUU CTaBWIN Ha
OCHOBaHHH ITOKa3aTesel KpacHoil kpoBu (Mukporuro3 MCV
< 80, ¢mrorunoxpomusst MCH < 27 nr, manekc MenTtmepa <
11,4) n ¢paxuuii remornoduna (HbA, > 3% w/unn HbF >
1%) Marepuanom il WCCIEJOBaHMS CIY>KHJIa BEHO3HAs
KpoBb. [lapameTpbl KpacHOM KpOBU ONpENENsid Ha Tema-
TojormyeckoM ananmzarope Sysmex XT-4000i (“Sysmex”,
Slnonwns), Gppakuuy reMoroOonHa UCCIEAOBAIN METOAOM Ka-
nuuspHoro antekrpodopesa (MINICAP, “Sebia”, @panrus).
MyrTanuu B-Ti100MHOBOTO T'eHa ONPEEIsUTH METOAOM 00par-
HOW rHOpHUIU3ay MPOoxyKToB Mynbraiuiekc-I11P ¢ omuro-
HYKJICOTUJHBIMH 30HIaMH, (UKCHPOBAHHBIMU Ha CTpPHUIMAX
(B-GlobinStripAssay, “Vienna Lab Diagnostics”, ABcTpusi).

Pesyabrarel. Cpenut 65 manueHTOB OBUIO BBISBICHO 5
roMo3urotT (Gombire GOpMBI TalacCeMUH), 2 KOMIAyHI-Te-
TEpo3uroTel 1 58 rerepo3uror (Mansie (opmsl). Beero Obl-
mo obHapyxkeHo 10 Tamaccemmuecknx myTamuid: codon §
(-AA) —38%; IVS 1.110 (G>A) — 27%; codon 5 (-CT) — 7%
IVS 1.6 (T>C)u IVS 2.1 (G>A) — no 6%; IVS 2.745(C>Q),
IVS 1.1 (G>A)ulVS 1.5 (G>C) — no 4%; codon 8/9 — 3%;
-101 (C>T) - 1%.

3akarouenne.  Haubomee — 4acTeiMM — MyTalMsMH
B-rmobunoBoro rena B . Cankr-IlerepOypre okazanucs codon
8 (FAA)-38% uIVS 1.110 (G>A) — 27%.

burunbgees A.E.,, Cau H.B,, MetnHatn H.A,, LUnnyHoBa W.H., CypwuH BJ1., MweHnyHmkosa O.C., Opwnze HN.

BUBJINOTEKA WLUTPUX-KOAOB ANA U3YHEHUA
OTAEJIA ME3SEHXMMHbBIX CTBOJIOBbIX KJIETOK

OIBY «femaToNnormyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

CrpomanpHOE MHKPOOKPYKEHHE KOCTHOTO MO3ra, IOjI-
JIep KUBaloIee KpPOBETBOPEHHE, (POPMHUPYETCS 3a CUET IIpo-
mudeparmn 1 audQepeHInPOBKA ME3CHXUMHBIX CTBOJIOBBIX
kiaetok (MCK). Otnen MCK cymiecTBeHHO MEHee M3y4eH,
YeM OT/IeN CTBOJIOBBIX KpoBeTBOpHBIX KieTok (CKK). s
TOTO, YTOOBI OXapaKTepU30BaTh CTPYKTypy oraena MCK, He-
00X0AMMO TIPOCIICANUTH 32 CYAb0O0H OTACTBHBIX ME3CHXMMHBIX
KJIETOK, YTO MOApa3yMeBaeT MX MHAUBUAYaIbEHOE MapKUPO-
Banue. [locnennue 10 ner akTUBHO pa3BUBAETCS MOAXO MH-
JTUBHIyaJIbHOTO MAapKHUPOBAHUS HOPMAIbHBIX M OIyXOJEBBIX
CTBOJIOBBIX KJIETOK, OCHOBAHHBIN Ha UCIOJIb30BAaHUU FEHETH-
yeckux mTpux-komoB. s MCK Takoit moaxox He mpume-
HSUICA.

Leas paborsl. lcciaenoBaTb BO3MOXKHOCTb HUCIOJNb-
30BaHUsl CTPaTerny, OCHOBAaHHOW Ha NPHMEHEHHH IITPHUX-
KOJUPOBAHHOW OMOIMOTEKH JEHTU-BUPYCOB, IJII MapKHPO-
Banust MCK ¢ MX TTOTOMKOB — KOJIOHHEOOPA3YIOMIUX CIIUHHIIL
¢ubpodmactoB (KOED)

MarepuaJsl 1 MeToAbl. [Toficon npuIunarmmux KIeToK
(IIMK) u3 mmTenbHBIX KylnbTyp KocTHoro mosra (JJKKM)
MBIIIeH WHQHUIAPOBAIN JCHTUBHPYCHOW OMOIHOTEKOH, CO-
JieprKaIien mTpuX-Kojbl, COCTOSIIHE U3 32 + 3 BBIPOKACHHBIX
HykieornnoB. Mudunuposanusie [MIIK cycnenmuposamm u
KIIOHHpOBaNu Jis momyderns koinoHuid nz KOEd. ns ximo-
nuposanus KOE¢ u3 noacnoes JIKKM Bcerna ncrnons3oBanu
oauH u TOT *e J1oT bFGF. Onpenensuin KoJIu4ecTBO MUTO30B,
nponernanHeix KOEd. W3 kaxmoil KOJMOHWH B OTAETHHOCTH
Beiiensann JIHK u ananu3upoBanu mTPUX-KOABI B MAPKUPO-

BAaHHBIX KOJIOHHUSAX C IMOMOIIBIO MMOJIMMEPA3HOMN LIEMTHON peak-
L[UU U ceKBeHUpoBaHus 1o CaHrepy.

PesyabTarhl u oocyxkaenue. LITpux-koas! ObuH ycTa-
HOBJIECHB! A1 154 MapkupoBaHHBIX KoJoHMH u3 10 He3a-
BUCHMBIX KyJIbTyp. Bce MITpUX-KOABI OKa3alIUCh YHUKAIb-
HBEIMH: HE OBIJIO OOHAPYKEHO IBYX KOJIOHHUH, KOTOPBIE OBI
colepKalu OIMH M TOT K€ IITpUxX-Koi. [ Toro 4toOn!
0XapaKTepH30BaTh UCXOAHYIO OMOIMOTEKY OBIIIO MOCUUTA-
HO MHMHHMAJbHOE KOJMYECTBO IONAPHBIX HYKJICOTHIHBIX
pa3IUYUi MEXKIY IITPUX-KOAAMHU (paccTosiHue XeMMUHTa/
Hamming distance) kotopoe cocrasisiio 11, n MakcuMab-
HOe — 35. B cpemHeM mITPpUX-KOABI pa3Iudaiuch mo 24,2 +
3,4 mo3unusiM HyKIeoTUa0B. Takum oOpazom, pazHooOpa-
3Me HITPUX-KOJOB B MCXOJHOW OMONHMOTEKE OUEHB BEIHKO,
YTO MO3BOJIET MCIIOJIB30BaTh €€ Il MapKUPOBAHUA 00JIb-
X MOMyIAnui kietok. beuto ycranosieno, yto B IIIIK
conepxkarcst KOEd, paznuuaromuecs no nposindeparuBHoO-
My norteHnuany. boxsmmacTB0o KOE(D He mpoxomst Gomee
14 muTo30B. B nepapxun npenmecrserankos MCK nHaxo-
qstest Beinie KOEQ u monmyueHHBIE TaHHBIC YKa3bIBAIOT Ha
T0, 4T0 MCK SBIAIOTCS pEAKO NESIIUMHUCS KJIETKaMH B
JKKM.

3akurouenne. Pazpaboran MeTos cTaOMIIBHOTO MHIWBU-
JIyaJIbHOTO MapKHPOBAaHMS W CPaBHEHHsS MapKepOB B ME3CH-
XMMHBIX KJIETKaX MpeAlICCTBEHHHKaX. BrepBele MokaszaHo,
YTO MITPUX-KOIUPOBAHHAsI OMOINOTEKA JICHTHBEKTOPOB SIBJISI-
ercs 3G HEeKTUBHBIM HHCTPYMEHTOM JJIsl H3YHYEHUS CTPOMaJIb-
HBIX KJICTOK-TIPEAIICCTBEHHUKOB.
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BytuHa E.B., MnHaeBa H.B., 3aiueBa IA., 3opuHa H.A., Kucenesa A.H., Xopo6pbix M.H.

OLIEHKA NOCTTPAHCIUJTAHTALMOHHOIO XMMEPU3MA HA OCHOBAHUU
NCCNEAOBAHNA NOIMMOPO®U3MA TEHOB TPOMBOOUTN N ®ONNATHOIO LINKJIA

OIBYH «KnpoBCKui HayYHO-MCCnefoBaTENbCKAN MHCTUTYT reMaTonorum n nepenveaHua kposu» ®MBA Poccun,
610027, r. Kupos, Poccua

B macrosmiee BpeMs ynensiercsi 00JbpIIoe BHUMAHHE pas-
paboTKe MPOCTHIX, MHOOPMATUBHBIX ¥ OTHOCHUTEIHHO HEMIO-
pOTHX METOOB JHATHOCTHKH ITOCTTPAHCIUIAHTAIIHOHHOTO
XIMEpH3Ma.

Heab padoThl — U3ydueHHE BOZMOXHOCTH MCIOIb30BAHUS
aJUICNEHBIX BapHAHTOB T€HOB TPOMOOGWINU H (DOIAaTHOTO
LUKJIa B Ka4eCTBE MapKePOB XUMEPH3Ma MOCIIe TPAHCIUIAHTA-
MY aJUTOTEHHOTO KOCTHOTO Mo3ra (amio-TKM).

Marepuanasl u Metoasbl. [IpeacraBieHsl pe3yasTaTel 00-
cnenoBanus 10 60bHBIX, KOTOPHIM B 2014—2015 1. ObLTA BBI-
nonHeHa amuio-TKM B oTaeneHuy TpaHCIIaHTAUU KOCTHOTO
mozra ®I'BYH KHUUTulIK ®MFBA Poccun. Jonopamu re-
MOTIOATUYECKUX CTBOJOBBIX KIICTOK JUIS 8 OONBHBIX SBUJIHCH
poziHble OpaThs WM CECTpbI, Al 2 — JOHOPBI, 1OJ00paH-
HbI€ B PETUCTpe NoTeHUuanbHbIX AoHOpoB OI'BY PMHIIL]
«Pocmtazmay ®MBA Poccun, naenrnunsie mo renam HLA I
u Il xnaccoB. TKM B MuenoabiaTHBHOM pe:KUME TIPOBEICHA
y 7 OONBHBIX, B PEKUME ITOHIKCHHON HHTEHCUBHOCTH — Y 3.
HUccnenoBanne moauMophr3MOB IreHOB OCYIIECTBIISUIA METO-
JIOM TIOJIMMEPA3HON LIEMHON peakIy B peKuMe PeaabHOro
BPEMEHHU C HCIOIh30BAaHHUEM OTEICCTBEHHOTO 000PYIOBAHMUS
n peaktuBoB (OO0 «HITO JIHK-Texnomorus», Poccus).
C nenpio uacHTUGUKAIMA HHOOPMATUBHBIX MapKEPOB aHa-
mu3upoBanu moauMmopdusm renoB F2, FS5, F7, Fi3, FGB,
ITGA2, ITGB3, PAI-1, MTHFR: 665, MTHFR: 1286, MTR,

MTRR. ViccnenoBanue XMMepH3Ma HpoBOAWIM Ha +28, 42,
56, 70, 100, 120-e nHu mociie TpaHCIIAHTAIIMH.

Pe3syabrarel u o0cy:xaenue. [eHeTHueckue pa3anyus BbI-
sBreHsl y 9 w3 10 map moHop-permmument (ot | go 7, menmana
5). HanbGomnpiiee yncio pasmuumii oiy4eHo MpH HCCIIeIOBaHUH
aJUIeIIbHBIX BapuaHToB TeHa FGB (y 7 u3 10 map); y 6 map reHa
MTHFR: 1286; y 4 — renoB I[TGA2, ITGB3, PAI-1; y 3 — reHOoB
F13, MTHFR: 665, MTRR. ]Jlnsi xax1o# napbl ObUTH BBIOpAHBI
TIOTMMOP(H3MBI, BBITOJIHSIOIINE POJIb MOJICKYJISIPHOTO MapKepa,
TIO3BOJISTFOIIETO AU depeHIPoBaTh KICTKH JOHOPA W PEIIUITH-
€HTa I0CJIe TPaHCIUIaHTaluu. B 3 ciydasx JOHOpHI ¥ pelIreH-
THI OBII TOMO3UT'OTHBI IO Pa3IMYHBIM aJUIEISIM B OJJHOM reHe. B
OCTaJIBHBIX CIIydasX WACHTU(PUKAIIMOHHON METKON CIMTAJICS TTO-
mMopdu3M, B KOTOPOM OJIMH aJUIENbHBIA BAPUAHT ObLT 00IM
JUTSL JIOHOPA ¥ PELIUITHEHTA, BTOPOH — CTICL(HIHBIA TOJIBKO JUIS
permrrieHTa. [ToTHBIN JOHOPCKMI XUMEpH3M OBLT YCTAaHOBJICH y
7 6onbHBIX Ha +28-i1 IeHb nocie TPaHCIIAHTAIH.

3axuriouenue. ['eHsl TpoMOOGMINKM U (OIATHOTO IIUKIIA
OTBEYAIOT OCHOBHBIM TPEOOBAHUAM, NMPEABSIBISEMbIM K Map-
KepaM OLIEHKH XMMepU3Ma: aHaJIN3 OCHOBaH Ha MJCHTH (K-
LM yYacTKOB TeHOMA, OTJIMYAIOIINXCS OAHOW HYKJICOTHIHOM
MOCIIEN0BATEIBHOCTBIO; HCCIEAYIOTCS JiBa aJJICIbHBIX Ba-
pHaHTa TeHa; 9acToTa BCTPEYaeMOCTH B ITOITYJISILIUK TOMO- 1
TeTEePO3UTOTHBIX BAapUAHTOB IOCTATOYHA Ul OOHAPY>KEHUS
reHeTndeckux pazanauii y 90% map JOHOpP-peMITHEHT.

BeTtoxmHa A.B.!, DageeBa T.B.2, CapaeBa H.O. '3, Kanopckas T.C.', Pe6pukos A.H.!, Kucenes 1.B.",
PomaHoBa E.B., JIbickoBa B.A.", KopsakuHa J1.5.2

KTMPOBJIEME AHTUBUOTUKOPE3UCTEHTHOCTW E. FAECIUM -
BO3BYAUTEJIEM CENCUCA Y OHKOTEMATOJIOTMYECKUX BOJIbHbIX

' TBY3 UpKyTcKkas opaeHa «3Hak MNoueTa» obnacTHaa KnmHuyeckasa 6onbHuMUa, 664049, . UpkycTk, Poccns; 2 OTBHY
«/IPKYTCKININ HAyUHbIN LLeHTP XUPYPrum 1 TpaBmaTtonorumny, 664003, VpkyTck, Pocuns; *TBOY BMO «MpkyTckumi
rocyfapCTBEHHbIN MeANLIMHCKUI yHnBepcuTeT MuHsgpasa Poccrnn

HeobOxomnmocTh  Ha3zHa4YeHHsT aHTHOMOTHKOB HIMPOKOTO
CHEKTpa IEHCTBUS y OHKOTEMATOJIOTHYECKUX OONIBHBIX CBSI3a-
Ha C PUCKOM IIOABJICHUA U CEIICKIIUN aHTI/I6I/IOTI/IKOpC3I/ICTeHT-
HBIX IITaMMOB, B TOM 4HcIie E. faecium, KpaitHe CIIOXKHO TIOJI-
JTAFOIINXCS JICYCHUIO.

Hennb padorTsbl. M3yunts yacToTy BblaeieHUs E.faecium
13 TEMOKYJIBTYPBl Y OOJIBHBIX TeMO0IacTo3aMu, YPOBEHb HX
AQHTUMHUKPOOHOHW PE3UCTEHTHOCTH M ONPEICIUTh OCHOBHBIC
HalpaBJI€HUs palMOHAIbHOUN Tepanuu.

Marepuanasl U MeToabl. [IpoanannsnpoBana cTpyKTypa
BO30yAMTEIEH cercuca y OOIBHBIX TeMOOIacTO3aMHt, OIIpee-
JIEH YPOBEHb PE3UCTEHTHOCTH E.faecium K aHTUMHUKPOOHBIM
npenaparam. lccnenoBanue reMOKyIbTYp OCYIIECTBISUTH Ha
anammzatope BACTEC 9050 (CLIA). 1t naeHTHUKAINN 1
TECTHPOBAHUSI aHTHOMOTUKOPE3UCTEHTHOCTH HCIIOIb30BAIIN
ATB Exspression buomepse, MeTon rpaJveHTHOH KOHICH-
tpauuu (E-tectsr).

PesyabTarsl U ob6cy:xkaenune. 3a nepuon 2013-2015 rr
uccnenoBanu 3952 reMoKyIbTyphl, BbIAENCHO 357 MHKpO-
oprann3MoB 29 BupoB.UacToTa BBIABICHHS TIPaMOTpHUIIA-
TeNbHBIX OakTepuil cocraBmia 37,3%, rpaMIIOIOKUATEIBLHBIX
— 59,7%, npoxokeBbix rpuOoB — 3%. bakrepuemusi, BO3HUK-
mast Ha (OHEe MPOBOAMMON ITMTOCTATHYCCKONH M aHTHOAKTe-
pHanbHON Tepamuy, Hanboiee 4acTo CBS3aHa C BbIIEICHU-

34

€M MHOKECTBEHHOPE3UCTEHTHBIX INITaMMOB S.epidermidis
(24,4%), E.coli (11,2%), P.aeruginosa (4,7%). YnenbHbII Bec
E.faecium B cTpyKType BO30yaHUTENIEH CEIcHca BeChMa CTa0Ou-
aen: 2013r. — 13,2%, 2014 . — 13,4%, 2015 1. — 13,6%. BuI-
COKHI ypOBEHb PE3UCTEHTHOCTH BBIABICH K aMIMIMIUINHY,
MEHUITWLTUHY, IUNpodIIokcanuny, JeBoduokcanuny — 100%,
rearamMuiuay HC — 89%. OTMeueHo CHUKEeHUE Pe3UCTEHTHO-
CTH K TeTpauukKiInHy ¢ 56% mo 10%. o 2015 r. Habmonatock
OTCYTCTBHUE PE3UCTEHTHOCTHU K BaHKoMulinHy. B 2015 1. BBIIC-
JIeHBI 6 ITAaMMOB E. faecium, pe3UCTEHTHBIX K BAHKOMHIITHY
(MIC 6omee 256 mxr/mi), ato coctaBmwio 4%. VRE-mramMmmel
BBISIBIICHBI y 6 OOJBHBIX, U3 HUX y 3 — OCTPBIA MUEIOUIHBIN
JeWKo3, y 2 — oCcTphIii TMMQOOIAaCTHBIN JeiiKo3, y 1 — Hexox-
JKKHHCKast muMpoma. Y BeigeneHHbX VRE-mtamMmmoB ycra-
HOBJICHA YyBCTBUTEIBHOCTH K TeTpauukiInHy (83%), Tureru-
kimHy (100%), muaesonuay (100%). Y GonbHBIX ITpoBeneHa
CMEHa aHTHOAKTePHATIBHON TEPAITHH.

3akJiouenne. BrisBieHHbIE TeHICHIMH (HOPMUPOBAHUS
AQHTUONOTHKOPE3UCTEHTHBIX E. faecium, B TOM YHCIIE yCTOM-
YHMBBIX K BAHKOMHIIMHY, 1 000CHOBaHHBIM pPallOHAIBHBII BbI-
00p mpenaparoB sl IPOBEICHHS SMITUPUIECKOI 1 STHOTPOII-
HOW aHTHOAKTEpHaIbHOW TEepanuy MOATBEPKIaeT HEOOX0-
MOCTh OaKTEpHOJIIOTHYECKOTO MOHUTOPHHIA B KOMIIEKCHOM
JICYCHUH OHKOT€MaTOJIOTHYECKOTO CeTICuca.
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POJIb TPAHCIIJIAHTAL W ANITOTEHHOIO KOCTHOIO MO3TA B JIEYHEHUNA
BOJIbHbIX C MYTALUMUEN T315/ NPU XPOHUYECKOM MUEJIONENKO3E

HWW peTckoi OHKoNorum, rematonorim n TpaHcnaaHtonorum um. PM. fopbauesoin FBOY BIMO «Mepebiin CaHKT-
MeTepOyprcknin rocyaapCTBEeHHbIN YHUBEPCUTET UM. akaa. WM. Masnosa» MuH3gpasa Poccun, 197022, r. CaHKT-
Metepbypr, Poccun

Jleuenne xpoHnveckoro Muenoneikosa (XMJI) ocHoBaHO
Ha IpUMeHeHHn uHruoutopoB TuposuHkuHas (UTK). [pu-
MepHO y 50% GonpHbix XMJI pazBuBaeTcst pe3UCTEHTHOCTD K
WTK u3z-3a MmyTtanuii B KuHa3HOM jioMeHe ber-abl.

Lean padoTsl. OLEHUTH POJIb ANJIOT€HHON TPaHCIIaHTa-
MU KOCTHOTO MO3Ta B JIeYeHUH OONBHBIX ¢ MyTarmend 73157
npu XMJL.

Matepuansl u Meroabl. IlpuBeneHsl pesynbrarsl 18
TPAHCIIIIAHTALNI aJUIOTEHHBIX TEMOMIO3THUECKIX CTBOJIOBBIX
kietok (amno-TI'CK), u3 HuX 2 — MOBTOpPHBIE, BHITIOTHEHHbBIE
6ombubM ¢ MyTanuer 73757 mpu XMJI. K momenty TKM 6
OOJIBHBIX Haxommiuch B XP1, 4 — XP2, 1 — XD3, 3 — DAI,
2 -®A2,2 - BK.

Pesynbrathl u 00cysxkaenne. B xuBbIx ocratorcs 7 u3
16 GONBHBIX, U3 HUX 5 HAXOASTCS B MOJHOM IreMaToJIOrHh-
YECKOM, LUTON€HETUYECKOM M MOJEKYISIPHON pEMHUCCUU
(3 — B 1-it 1 2 B TOCTUTHYTOH 1oCiIe MPOPUIAKTHYECKOTO
naszHayenuss UTK). 2 GonpHBIX HaxomsTcs B BMO, Takxke

nonyyatoT UTK 2-ro mokoneHust B IpopUIaKTUYECKUX J10-
3aX. JNIUTeNbHOCTh HAONFOICHUS 32 JKUBYIIIUMH OOJBHBIMU
COCTaBJISIET K HACTOALLEMY BpeMeHHM 8—75 mec, MeauaHa
45 mec. B 7 caydasx gonopamu O0butn HLA-uneHTHYHBIC
cubnunru, B 11 — HepoacTBeHHbIe AOHOPHEL. M3 16 Gomb-
HBIX ObUTO 14 MyX4YWH W 2 >KCHINWHEI, B Bo3pacTe 17-55
net (Menuana Bo3pacta 34 rona). Bce GonbHBIE MOMydan
nepen amto-TI'CK UTK: 5 — umatuHuO, 7 — HIJIOTHHUO,
4 — nasatwHUO. PeXMM KOHAMIIMOHUPOBAHUSA: B 5 CIydasx
ObL1 MUeJI0a0aTUBHBIN, B 13 — HeMuenoabnaTuBHbId. Mc-
TOYHHK TPaHCIUIaHTaTa B 6 Cirydasx — KOCTHBIH Mo3r (KM),
B 10 — mepudepmueckue cronossie kieTku (IICKK),
B 2 — KM + IICKK. OOmas BEDKMBAEMOCTb OOJIBHBIX, KO-
TopeiM OblTa mpousseneHa amo-TI'CK, cocraBnna 42,9%
npu Meanane Habmonenus 18 mec.

3akmaiouenue. Amto-TI'CK sBnsercs 3¢ heKTUBHBIM Me-
TOJIOM JIeUeHUs Uit OOMbHBIX XMJI, MMEIOUMM MyTaIlHIO
T3151.

Bonkosa A", NMonosa M.O.!, Ekywes K.A.', Hukonaes .10, LLisero A.H.", Cnecapuyk O.A.',
Boromonoga T.C2 UrHatbeBa C.M.2, CmupHoB b./.3, 3y6aposckas J1.C.!, Knumko H.H.?, ApaHacbeB B.B.!

3MUAEMUMNONOTNA MHBA3UBHbIX MUKO3OB NNETKUX Y AETEN
MNOCNE TPAHCIJIAHTALLUUN TEMOTMO3TUYECKUX CTBOJIOBbIX KJIETOK

"HWW peTckor OHKonoruw, rematonormm v TpaHcnnautonoruu um. PM. Topbayesoinn BOY BMO «MepBbin
CaHKT-lNeTepbyprckunii rocyfapCTBEHHbIN YHUBepcTeT UM. akag. WM. Maenosa» MwuH3gpaBa Poccun, 197022,
r. CaHkr-lMeTepbypr, Poccus; 2 OFBOY BO «CeBepo-3amnapHblii roCyAapCTBEHHBIN MEAULUHCKUAN yHUBEpCUTET
um. N.U. MeuHukoBa» Muxsgpasa Poccun, 191015, r. CankT-MNeTepbypr, Poccus; 3 OTAOY BO «CaHkT-TeTepbyprckumii
rocyAapCTBEeHHbIN 31EKTPOTEXHNYECKNI YyHBepcuTeT UM. B.U. YnbaHoBa» (J13TW), 197376, r. CankT-lNeTepbypr, Poccua

I[eTI/l 1 B3POCJIbIC OJUHAKOBO YA3BHUMbI B OTHOILICHUHN WH-
Ba3UBHBIX TPHOKOBBIX MH(EKIMH. DTHICMUOIOTHH HHBA3HB-
HBIX MUK030B (1IM) nerkux y neTei mocie TpaHCIUIaHTaIH
QJJIOTEHHBIX T'€MONOATUYECKUX CTBOJIOBBIX KIJIETOK (ajuio-
TT'CK) u3ydeHa HeJOCTaTOYHO.

Martepaast u MeToabl. B 2009-2014 1T. MpoCIeKTHBHO
obcnenoBasiu 396 nereit 10 18 JeT mocie pa3iuyHbIX BHJIOB
amno-TI'CK (38% 13 HUX ObUTM TaIuIOWICHTUYHBIC) M OTO-
Opamu mns obcnmenoBanus 135 (34%) OGombHBIX B BO3pacrte
or 11 mec o 18 ner (Mennana Bo3pacta 12 jer) ¢ U3MEHEHU-
SIMU B JIETKHX TI0 pe3yJbTaraM MYJIBTUCIIUPATGHON KOMIIBIO-
teproit Tomorpadun (MKT). [nsa onmpeneneHus 3THOIOTHH
HOpa)KeHI/Iﬂ JICTKUX BCEM OTHUM 6OJ'II)HI)IM MIPOBOAUIN JUAT'HO-
CTHYECKYI0 BHICOOPOHXOCKOIHIO C KOMIUIEKCHBIM MHKpPO-
OMOJIOrNYECKUM HCCIIEI0BAHIEM JKUAKOCTH OpOHXOAlIbBEO-
nsipHoro jasaxa (BAJI). Beero nposenu 209 OpOHXOCKOIHIA,
n3 HUX y 48 (23%) naHHyo poueaypy MpoBOAMIN HOBTOPHO.
MBI HCITONB30BAIM HIOCKOMMYECKYI0 BHaeocucTtemy EVIS
EXERA II Olympus ¢ Hapy»HbIM JHaMETPOM JHCTAJILHOTO
kaHama 3,6 u 4,9 MM B ClieIHAIEHO O00OPYIOBaHHOM HHJIO-
CKOTIMYECKOM KaOWHETe, WM B NajaTaXx MHTCHCUBHOM Tepa-
nun (13%). Ilpumensiiu pa3Hble METObl aHECTE3UU B 3aBH-
CHMOCTH OT BO3pacTa OOJBHOTO M CTEIECHH BHIPAKCHHOCTH
JbIXaTeIbHOW HepocTaToyHocTU. llodmyuyeHHbI Marepual

HEME/JICHHO HCCIIEA0BAIM C IOMOILIBIO IIMTOJIOTHYECKHX,
MHUKPOCKOITHUECKHX, KyJIbTypaJIbHBIX, CEPOIOTNIECKUX H MO-
JIEKYISIPHBIX METO/I0B. J[JIsl ANarHOCTUKHA MUKO30B HCIIONB30-
Basin kpurepun EORTC/MCG 2008 .

PesyasTaTrel. UM nerkux OBUT JUATHOCTHPOBAH Y
56(14%) u3 396 peunnuentos amio-TI'CK, n3 Hux y 11%
OBLIT JI0Ka3aH C MOMOIIbI0 Ororncuu. OCHOBHBIM BO30YIUTE-
v UM nerkux Obsumu Aspergillus spp. (73%), mykopomu-
uetsl (14%). Pexe BouiBisinu Paecilomyces spp., Acremo-
nium spp., Alternaria spp., Pjirovecii, Fusarium spp. JIpa
n Ooxee BO3OyauTenst ObuIM ompeneneHsl B 9% cirydaes.
[Ipu nccnenoBanmu BAJI pe3ynbTaTsl TecTa Ha raTaKTOMaH-
HaH ObUIN MOJIOKHUTEIBHBIMU B 66% 00pa3IoB, pe3ysbTarhl
moceBa win Mukpockormud — 43%. YV 27 (48%) OGoNbHBIX
nuarao3 M nerkux Opu1 ycranomieH mocie +100/1 ammo-
TI'CK. VY 4 (7%) peuunueHToB B MOCTTPAHCIIIIAHTAIIHOHHOM
Neprojic BO3HUKIIN PEIMINBBI paHee nepeHecenHoro VM.
3HAYMMBIX OCIIO)KHEHHUI BO BpeMs MpOBeNeHUs OPOHXOCKO-
UK He OBLIO.

3akirouenue. UM nerkux Bozuukatot y 14% nereit no-
cie amno-TI'CK, B nepsbie 100 nneit — y 7,5%. OcHOBHbIE
Bo30ynutenu Aspergillus spp. (73%), mykopmunetst (14%).
Bponxockonust — 3 dekTHBHBIA 1 Oe30macHbIi METOJ, AHa-
rHOCTHKH VM nerkux y gereit mocne amno-TI'CK.

35



lematonorus u TpaHcdysuonorus. 2016; 61(1, MpunoxeHue 1)

Bonkosa C.A.

PE3YJIbTATbI JIEYHEHNA XPOHUYECKOTO MUENOJIENKO3A B HUXKETOPO4CKON
OBJIACTU B O6bIYHO BPAYEBEHOW MPAKTUKE NO AAHHbBIM CETMEHTA
OEAEPAJIbHOIO PETUCTPA MPOrPAMMbI 7 HO30/10rMN

I'BOY BIMO «Hwmkeropopckas rocyaapcTBeHHan MeMLUMHCKan akagemma» MuHsgpasa Poccun, 603005, r. HykHWiA
Hosropog, Poccua

OenepanpHas mporpamma 7 Hozonoruii ¢ 2008 1. mana Bo3-
MOXKHOCTh CTAOMIIBHOTO JICUEHHUS BCEX HYKTAFOIUXCS 0O0Jb-
HBIX XPOHHYECKUM MHuesoneiikozom (XMJI) uHruéuropom
THUPO3UHKMHA3HI IEPBON TCHEPAI[NN — IMAaTHHHOOM.

Heab padoTbl. AHATU3 PETMOHAIBHOTO CEIMEHTA PETH-
cTpa — cBezteHuit 0 6oabpHEIX XMJI ¢ 2008 no 2015 1., momy-
YaBIINX JICUEHHE UMAaTHHHOOM I10 ITporpamMme 7 HO30JI0THii B
0OBIYHOM BpaueOHOM MPaKTHKE — JJIsI TTOJTy4YeHus ieMorpadu-
YEeCKHX JAHHBIX U CBEJCHUH 00 3()()eKTUBHOCTH TEpanuu Ha
OCHOBE OLIEHKHU BbIKHMBaeMocTH MetooM Kannana—Meiiepa.

Marepuansl u MeToabl. V3 peructpa mno xoay 3adosesa-
HUs BhIeneHo 282 nanwueHTa, u3 Hux 28 (10%) UCKITFOUYCHEI,
Kak TTaI[eHThl ¢ HEMOATBEP)KACHHBIM JMAarHO30M M HUKOTA
HE MOJy4YaBIINE HMMATHHUO, a TaKke HECKOJIbKO OOJBHBIX
OJIJT 1 203uHOGUITEHBIM JIeiiKo30M. B uncie 254 nanueHToB
¢ moxazaHnHbIM XMJI, BCRABLI" coctosino 108 myxuma (M),
B BO3pacTe Ha MOMEHT BKJIIOUEHHsI B peructp ot 14 no 80 ser,
Menuana — 52 ropa, 146 ke (OK) B Bospacrte ot 15 no 88
net, Menuana — 54 roma. Ha 31.12.2015 . ymepso 1o pa3HbIM
npuunHaM 48 (19%) u3 254 6oabubix: M — 20 (19%) u3 108,
K — 28 (19%) u3 146, nonyuaror jedenue uMarnHuOom 186
(90,3%) m3 206 xuBBIX OONBHBIX. J{J1s aHAMM3a TaHHBIX PETH-
CTpa MCToJIb30BaHbI mporpammel Excel n Statistica 9.

Pe3ysibTarsl U 006cy:x1eHue. BeposTHOCTh BBIKHUBAHUS B
TedeHue 96 Mec (BpeMs ¢ MOMEHTa Hadalla pean3aliil peru-

CTpa W MporpamMMbI 7 Ho3osorui) y 6ompHEIX XMJI B 11emoM
coctaBuna 74% (y M — 75%, y K — 73%). B Bo3pacte moro-
xe 60 ner u3 173 naunenrto ymepio 25 (14%), BeposiTHOCTH
noxutus 1o 96 mec — 81%; y mmm 60 xer u crapire - u3 81
ymepan 23 (28%), BeposSTHOCTD TOXKUTHS 10 96 mec — 55%
(p = 0,018). Ilpn ananm3e BBDKMBAHMUS IALMEHTOB BO3PACT-
HBIX TPYMII ¢ X071oM B 10 JIeT yCTaHOBICHO, YTO B BO3PACTE 10
20 et (4 6ombHBIX) U cTapiie 80 et (3 0OJIbHBI3) BCE KUBHI.
B rpymmax: 20-29 nert — u3 24 mamuentos ymepiu 2 (8%), Be-
POSATHOCTH OXKHUTHSA 10 96 mec — 88%, 30-39 et — u3 23 ma-
1ueHToB ymep 1 (4%), BeposTHOCTE JOXUTHSA — 96%, 40—49
aer — u3 45 nauuentoB ymepiu 9 (20%), BEpOSITHOCTD JI0XKH-
st — 77%, 50-59 netr — u3 77 naunentos ymepno 13 (17%),
BEPOSATHOCTH AOKUTUSA — 77%, 60—69 net — u3 53 nmarueHToB
ymepin 18 (34%), BepositHOCTD oxuTHst — 48%, 70-79 ner
— n3 25 nanuenTtoB ymepnu 5 (20%), BEpOSITHOCTh JOKUTHS
66% (> =10,1; p = 0,07). AHanu3 1o roay BKIIOUYECHUS B pe-
ructp 2008-2015 rr. coorBeTcTBeHHO: 92 (C BBISBICHHBIMHU
mo 2008 1), 28, 25,25, 19, 12, 31, 22 4yenoBek — pa3auyuuil B
BBDKMBAEMOCTH TAI[MEHTOB He BhisiBUI (32 = 3,38; p = 0,85).
3aknodenue. Peructp nporpamMmMsl 7 HO30JI0THH, CONps-
JKCHHBIH C TEHCTBYIOIINM MEXaHHU3MOM JICKapCTBEHHOTO 00e-
crieueHwUs, sBIsieTCs 3P (YEKTUBHBIM PECYPCOM, ITO3BOJISIOIIUM
HUMETh AeMorpauyeckue CBeJCHUs U JaHHbIe 00 3(h(eKTrB-
HoCTH jtedeHuss XMJI B 0OBIYHOI BpaueOHOI MpaKTHKe.

Boponaeea E.H.", Mocnenosa T.N.2 BoeBoga M.W.2, MakcmoB B.H.', Areesa T.A.2

CTATYC FEHA TP53 Y BOJIbHbIX ANOOY3HOW B-KKJ1

'OrBHY «HayuHo-1ccnenoBaTenbCKUn MHCTUTYT Tepanuy 1 NPodunakTMyeckon MeguuHbl», 630089,
r. HoBocn6umpck, Poccus; 2FBOY BMO «HoBOCHOMPCKIMI FOCYAapCTBEHHDIN MEAVLIMHCKNA YHUBEPCUTET
MwH3ppaBa Poccunn, 630087, r. HoBocnbupck, Poccus;

PazHble MexaHM3MBI OBpEXACHUS QyHKIUHU rena 7P53,
TaKue Kak JAeNeys, THIePMETIIINPOBAHNE IPOMOTOPA U My-
TalM1, BOBJICYCHBI B TIUM(OMOTEHE3.

Leanr padoThl — M3yYUTh YacTOTy IOTEPU T'€TEPO3UTOT-
Hoctu (LOH), runepMeTHiImpoBaHUS MPOMOTOpPaA, a TaKXke
YacTOTy, CHEKTP M (PyHKIHMOHAIBHYIO 3HAYMMOCTh MyTallHii
reHa 7P53 cpeau 60ompHBIX An(dy3HOH B-KpynHOKIETOUHOI
mumdomoit (B-KKIT).

MarepuaJbl U MeTObI. BINOIHEH aHaIM3 KOIUPYIOIIeit
Tocye0BaTeIbHOCTH reHa 7P53 74 OonbHBIX 1u(Qy3HOI
B-KKJI metomom mpsimoro cekBenuposanus. LOH rena TP53
n3yuyanu Mmeroznom I[P mo MukpocareluTHOMY JIOKYyCY
D17S796 B omyxoneBoii u 310poBoii TKaHu O0bHBIX. CTaTyc
METWJIMPOBAaHMsI IPOMOTOpa reHa 7P53 aHam3upoBaiu METO-
oM Metui-crenuduanoit [TLP.

Pesynabrarel u o6cyxaenne. B kogupyromeil nociaeno-
BaTeJIbHOCTH TreHa TP53 74 o0ciienoBaHHBIX OOJIBHBIX OBLIO
BbIsIBIICHO 28 myTanmii: 18 (64,29%) — muccenc, 6 (21,43%)
— caitnenr, 2 (7,28%) — HoHceHc Tuma, 1 (3,5%) — co ciBurom
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pamku cautbiBanus, 1 (3,5%) — MyTanus, TpuBOIAIIAs K Ha-
pymieHnto cruraiicmara. MHOXKECTBEHHBIE MyTallnd UMeH 4
naruenta. Myraiuu p.Cys275Ser, p.Val272Glu, p.Thr1551le
n p.Arg212Term BcTpedanuch B aHAIU3UPYEMOH BBIOOpPKE
TAIEHTOB HEOMHOKpaTHO. 17 (22,9%) manneHToB UMEIn My-
TalUK, TOTCHIUAIBHO Hapyaroime Gpyukiuio 7P53. Cpeau
MHTPOHHBIX HaXOMOK CIIEAYEeT OTMETUTH CIEAYIOIINE 3HAYU-
mble 3amenbl 1VS4-30T>C, 1VS6-36G>C u IVS9+12T>C.
LOH TP53 6buia 3apukcuponana y 11,8% OoibHBIX, HMEIO-
X MyTallld, Hapymaromue (QyHKnuioo reHa. Yactora ru-
TIEPMETITUPOBAaHUS TpoMoTopa 7P53 B HamIeM HCCIIeIoBa-
HMM cocTaBuaa 5,4%.

Bakarwuenne. Kononsr 275, 155, 272 1 212 SBisUIUCH «T0-
PpAYAMHU TOYKaMIDy MyTaIlui B HAIIeM uccieoBanun. [1peoo-
naganue (95%) mytamuii 7P53 B ydacTKax reHa, KOAUPYIO-
mwux JHK-cBsi3bIBatOUil peruoH SIBISETCS OTPasKEHUEM UX
(hyHKIMOHATBHOH ceneknnu. YacToTa THIIEPMETITUPOBAHUS
npomotopa u LOH rena 7P53 B Hamieli paboTte okasaiach He-
OOJTBILION.
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labeesa H.I, bensea A.B., Koponesa [1.A., O6yxoBa T.H., KospuruHa A.M.,
3BoHKoB E.E., CaBueHko B.I.

OMbIT TEPANUN NEPBUYHOW KOXKHON [U®D®Y3HOW B-KKN LEG TYPE
C MNEPECTPOUKOW FrEHOB C-MYC U BCL-6

OIBY «femaTonorMyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

Couerannsbie Tpanciokanuu reHa c-MYC ¢ BCL-2/BCL-6
(«double-hity») BeIsBIArOTCSA TIPU B-KIIeTOYHBIX THMbaTHYC-
CKHX OITyXOJISIX ¥ HETAaTHBHO BIIUSIOT Ha MPOrHo3. [lepBuunas
kokHast tuddysnas B-kpynHoknerounas mumdoma (B-KKIT),
leg-type xapakTepu3yercsi arpecCUBHBIM TEUEHHEM H IUIO-
XHMM OTBETOM Ha CTaHJApTHYIO XUMHOTepanuo. HecmoTps Ha
4acTO€ BBISBICHHE MHO)KECTBA F€HETHUECKHUX IOJIOMOK CO-
YeTaHHbIE TPAHCIOKAIMK C BOBJIeUueHHeM reHa c-MYC/8q24
BCL-2/18q21, BCL-6/3q27 npu mepBHYHON KOXHOU TH(]-
¢ysnoit B-KKJI leg-type panee B muTeparype HE OIMUCAHBI.

Marepuaasl u mMetoasl. bonpaas K., 61 rox, >kxamo0s
Ha HApacTaoNIylo c1abocTh U 00pa3oBaHMSA Ha KOXKE ToJIe-
Hu. [Ipm ocmotpe: Ha KoXke IeperHeMenualbHOH 001acTH
MIPaBO TOJICHH OIPEACISINCH 3 IUIOTHBIX OyrpUCTHIX 00pa-
30BaHMS C YETKUM KOHTYpPOM AuamMeTpoM oT 1 1o 3,5 cM u
HECKOJIBKO yYacTKOB MH(WIBTPAIMH B TIOJKOKHOHM KileTyar-
ke. [Ipr mMMyHOMOP]OIOrHYECKOM HCCIICI0OBAaHNN OnomTara
KOXH BBIABIISUIACH AU (y3HAS HHOUIBTPAIUS OITyXO0IEBBIMH
KIeTkamu, skcrpeccupyromumu CD20, CD79a, BCL-2 u
HeraruBHbIMU TT0 BCL-6, CD10, Pax5, ALK, MUMI, TdT,
Ki-67 6onee 60%. ITpu FISH nccnenosannu B 15% sinep BbI-
sIBJICHa TPAHCIIOKAIMsI C BOBJEYeHHeM TreHa c-Myc/8q24, B
43% sinep TpaHCIOKauus ¢ BOBJICYeHUEM JIokyca rena BCL-6/
3q27. YuuteiBas HEOIATONPHUATHBIA MPOTHO3 OOJIBHOMN TIpO-

Besin 3 kypcea (onoku A, B, C) o nporokosry mNHL-BFM-90.
[To OKOHYAHHMH TeparuK Ha MECTE OIMYXOJIEBbIX 00Pa30BaHUI
COXpaHsUIACh THIEPITUTMEHTALNS ¥ HE3HAYUTENIbHOE YIUIOT-
HEHHUE TOJKOXKHOM KieTyaTku. B mepuon arpanynonurosa y
0OJIbHO pa3BHUIIACH THEBMOHUS, 000CTPEHHE TePIETHYECKOM
MH(EKLIUH, TOSBUINCH NPU3HAKKM TTOYSYHOH HEIO0CTATOUHO-
CTH. YUNTHIBasi IEPEHECCHHBIC OCIIOKHEHHS ¥ BEICOKHI PUCK
pa3BHUTHUSI peluanBa OOIBHOM MPOBETH 3 KOHCOMUAUPYIOIIHX
Kypca o nporpamme R-EPOCH. B pe3synsrare Tepanun ObI-
Jla JIOCTUTHYTA TMOJHAS PEAYKIHS OIMyXosieBbIX ouaros. [19T
— 0YaroB MaTOJIOTHYECKOW MeTabOIMYeCcKO aKTHMBHOCTH Ha
HIDKHUX KOHEYHOCTAX HEe 0OHapykeHo. Uepe3 3 Mec mosBuII-
s y9aCTOK MH(MIIBTPALIUK KOXKH JIEBOW T'OJICHN, MHOXKECTBEH-
HBIE YYACTKU YIJIOTHEHHUS MMOJKOXKHOM KIIETUaTKU 00CHX KH-
ctelt u neBoro Oenpa. ['mcromornvecku ObUIa OATBEPKICHA
nporpeccus 3a00JeBaHMsL.

3akJiouenne. Hamu BriepBbie OMKUCAH OMBIT JICUSHHUS TIep-
BUYHOU KoxHOM auddysHoit B-KKJI leg-type ¢ coueranHoit
tpanciokaueir ¢-MYC/BCL-6. Hecmotps Ha 3ddekt, mo-
CTUTHYTBIN B pe3y/bTare OJOKOBOW WHIYKIIMOHHOW Teparuu,
HaOJI0/1aIach CTPEMHUTENbHAS IPOTpeccus 3a0oeBaHus. boi-
cTpast kuHetuka «double-hit» TuM(poM TUKTYeT mpoBencHUE
BBICOKOZI03HOM Tepanuu ¢ ayto-TI'CK B nepBoit pemuccuu y
0OJIBHBIX C XMMHOUYBCTBHUTEIILHOM OITyXOJIBIO.

FaBpunuHa O.A., 3apy6uHa K.W., Tpounukasn B.B., Cokonos A.H., KysbmunHa J1.A., Obyxosa T.H.,
Oupaposa 3.T., Cngoposa A.A., bacxaeBa IA., MaposuyHnkoBsa E.H., CaBueHko B.I.

AESCKAJIALUMA LUTOCTATUYECKOIO BO3AENCTBUA HE BJIUAET
HA 3OOEKTUBHOCTb TEPANMNU PH-MO3UTUBHDBIX OCTPbIX INMM®OBJIACTHbIX
NENKO30B B 3PY UHTMBUTOPOB TUPO3UHKUHA3

OIBY «femaToNnoOrMyecknin HayuHblI LeHTp» MuHgpasa Poccun, 125167, r. MockBa, Poccua

Octperii mumdobmactaeid neiko3 (OJLJI) ¢ BEISIBICHHOM
¢bunanensouiickoit xpomocomoii (Ph* OJIJI) Bcrpewaercs
B 4yeTBepTu ciryuaeB B-xietounsix OJIJI y B3pocCnbIX, U BbI-
TTOJTHEHNE CTaHAapTHOW Tepanuu rpu JanHoM Bapuante OJIJ1
MMeeT KpaliHe [IJI0XHUE pe3yJIbTaThl. BhINONIHEHNE aJlJIOTeHHOM
TpaHcmanTanuy (amio-TKM) u npuMeHeHne MHrHOUTOPOB
tuposuakuHa3 (MTK) sBusercs HEOOXOMUMBIM IS TOCTH-
JKEHUS JJIMTEJIBHBIX CTOMKUX PEMUCCUH Y JAHHOW IPyIIbI
6ombHBIX. B cBsizn ¢ apdexruBHOCTRIO Teparmu UTK B co-
BPEMEHHBIX MPOTOKOIAX MPUMEHSAETCS MOAXOM JeICKaIanu
XMUMHOTEPAIIeBTUUECKOTO BO3JCHCTBHSI, IIPUMEPOM KOTOPOTO
ciyxuT npotokon OJIJI-2012.

Leap padoTsl — MpoaHATHU3UPOBATH Y(P(HEKTHBHOCTH Te-
parnuu 1o npotokory OJIJI-2009 ¢ UTK u OJIJI-2012 mist Ph*
OJIJI B pamKax OHOTO HUCCIIEA0BATEIBCKOTO LIEHTPA.

Martepuaasl u Meroabl. C ¢espans 2010 mo sHBaps
2016 r. 8 T'HII Obuto Bepudummposano 115 ciyuaes OJIJI,
n3 HUX B-knerounsie —y 72 (62,6%). Ph* OJIJI ormeueHs y
23(20%) 6ompubIX cpenu Bcex OJIJI u 32% ot Beex ciydaes
B-xnerounsix OJIJI. Tepanus no mpotoxory OJIJI-2009 mpo-
BezieHa 10, mo npotokomy OJIJI-2012 — y 13 GonbHbIX. Xa-
paKTepucTHKa OOIBHBIX, KOTOPBIM BITIONIHEH 1TpoTokoa OJIJI-
2009 u OJUUI-2012: meauana Bo3pacrta 35 net (19-68 ner) u
45 ner (17-61 ner); (5 myxuuH u 5 sxeHIWH) U (7 MyX4nH
u 6 xxeHmuH); Helponeiikemus y 1(10%) u 3(23%); rumep-
aevikoruro3 (6oee 60 Thic.) y 5 (50%) u 4 (31%) OonbHBIX
COOTBETCTBEHHO.

Pesyabrarbl. MonekynsipHas peMuCCUsl MOCIE HUHIYK-
nnoHHor tepanuu (70-i neHn) mo mpotokony OJIJI-2009 ¢
UTK nocturnyray 4 (40%), a no nporoxoiy OJIJI-2012 -y 5
(50%) 3 10 GONMBHBIX.

CMepTh BO BpeMsl Tepaluy 3aperucTpupoBaHa y 2 00iib-
HBIX (1 — HA MHAYKIMOHHOM U | — Ha KOHCOMMIUPYIOIIEH Te-
parmmn) u3 rpymmsl OJIJI-2009. Tlpu nedeHnn Mo MPOTOKOITY
OJ1JI-2012 cmepreit He ObLIO.

TpancnanTanus aJyIOreHHOTO0 KOCTHOTO MO3Ta BBITIOJIHE-
Ha 4 (40%) 6ompHBIM U3 Tpymmsl OJIJI-2009, u 4 (31%) u3
rpynmnsl OJIJI-2012. OnHOoMy HanueHTy MOcCie BBITOTHEHUS
npotokona OJIJI-2009 ¢ UTK mpu 10CTUrHYTOH MOIEKYIsp-
HOW PEMHCCHU BBITIOIHEHA TPAHCIUIAHTAINS ayTOJIOTHIHOTO
KoCcTHOTO Mo3ra. 4 60npHEIM U3 rpynmsl OJIJI-2012 B HacTos-
iee BpeMsi IPOBOAAT MOUCK HEPOACTBEHHOIO JJOHOPA.

[pu menmane HabmroneHus 9 (1-72) mec ObuTa OlleHEHA 00-
11ast BebKHBaeMocTh (OB) 60mbHBIX. OB 00MBHBIX, KOTOPBIM BbI-
noiHeH nporokon OJIJI-2009 ¢ UTK cocraBuna 45%, a s Tex,
KOTOpBIM BBITIOHEH nipoTokon OJIJI-2012 —33,3% (p = 0,29).

3akmaioyenne. HecMoTps Ha AedCKalaIiio XMMHOTEpa-
MIEBTUYECKOTO BO3ACHCTBHUS, 3HAUYMMBIX Pa3UuUi B JOCTHU-
JKEHUH MOJIEKYJSIPHOH pemuccnn He noiy4deHo (40% mpotus
50%; p = 0,5). OgHaKo ¢ y4ETOM YMEHBIICHUS TOKCHYHOCTH
npu JiedeHuy o npotokoiy OJIJI-2012 Gomnbiiee umciao 60Ib-
HBIX SBJISIIOTCSI TIEPCIEKTUBHBIMH JUIS BBIMIOJHEHHS aJIo-
TKM, uto npu Gosiee AIUTEILHOM MEpUOJIe HAOIIONEHHST MO-
JKET YIYUIIUTh PEe3yJIbTaThl TEPAITHH.
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NEYEHUE BOJIbHbIX AUO®Y3HOW B-KPYNHOKJIETOYHOW IMM®OMON
C OAKTOPAMW HEBJIATONPUATHOIO MPOrHO3A MO MPOTOKONY
R-DA-EPOCH/R-HMA: NEPBbIE PE3YJIbTATbl POCCUACKOIO NMUIOTHOIO
MHOTIOLIEHTPOBOIO UCCJIEAOBAHMUA

'OIBY «femaToONOrMUYeCKNin Hay4YHbI LeHTp» MuHsgpasa Poccun, 125167, r. MockBa, Poccusa; 2 TBY3 Apocnasckon

obnactn «ObnactHaa KAvHUYecKkasa 6onbHuuar», 150062, r. Apocnaenb, Poccusa; 3KpaeBol KAMHWUYECKUA LEHTP

oHkosoruu, 680042, r. XabapoBck, Poccus; * LleHTpanbHasa knuHnyeckas 6onbHuua N22 um. H.A.Cemawko OAO
«Poccuickune xenesHble goporuy, 129128, r. Mocksa, Poccusa

Jlis ©onbHbIX quddy3HON B-kpynHokiaeTouHOH nuMbOMOi
(B-KKJI) ¢ dakropamu HEOIAronpusTHOrO MPOrHO3a Hanbosee
a¢peKxTrBHAs MporpamMMa Teparuy B HACTOSIIEE BpEMs CIlie He
onpenenena. Oomas (OB) u 6ecriporpeccusnas (bCB) S-nernsst
BBDKHMBAeMOCTh Kosebnercst oT 40 10 90% B 3aBHCUMOCTH OT
ucnonbzyemoro nporokoia (R-CHOP, R-DA-EPOCH, mNHL-
BFM-90 nnu Hyper-CVAD/HMA).

Ieab padoTbl — OLEHUTH 3(PHEKTUBHOCTE U TOKCUYHOCTD
couetanHoro npuMmeHenust R-DA-EPOCH u R-HMA y GonbHbIX
nuddysnoi B-KKJI ¢ pakropamu HeOIaronpusTHOroO MporHo3a.

Marepnausi 1 Metoabl. C 08.2013 o 01.2016 6bu10 pekpy-
TUPOBAHO 34 TalMeHTa ¢ BIEPBbIE YCTAHOBICHHBIM JTHATHO30M
mudysnoit B-KKJI u3 4 remaronorudyeckux neutpos PO. Xa-
paKTepHCTHKA BKIIIOYCHHBIX OOJBHBIX: MEINaHa Bo3pacta 55 ner
(27-76 nert); 15 xeHuwH n 19 My>X4uH; BO3pacT 55 jeT u crapiie
17(50%), no 55 ner 17(50%); cragus 3adbonesanus [1-1V; craryc
o mkane ECOG 0-3; MITU II/ITII/TV —9(26%)/12(35%)/13(39%);
nopaxkenne koctHoro mosra (KM) 7 (20%). Bcem BbImoaHeHO
4-8 xypcoB xumuotepanuu (XT). BompabIM cTapmre 55 met mo-
36l B Kypce R-HMA penynupoBansl. B 5 cnyuasx nuddysnoit
B-KKIJI ¢ BoBneyennem KM BBINOTHEHO KOHJIUIIMOHUPOBAHHE B
pexume BEAM u aytro-TI'CK.

Pe3ynbrarhl u odcy:xaeHue. Meanana HaOmoneHus 16 mec
(2-29 mec). Cmeprteit npu Tepanuu He ObL10. [TonHas pemuccus
nocturayTta 'y 30 (88%) 6onmpHbIX. Y 4 (12%) O0bHBIX HaOMIONA-
nack nporpeccus nocie 2—4 xypca XT. V 007bHBIX U3 TPYIIBI 55
JIET U cTapire Habmoaarock 2 coobiTus: 1 permaus uepes3 13 mec
(pu mepecmotpe Gosuukymsipaas auMmpoma), 1 cmepts yepes 3
MeC I0CJIe OKOHYAHUSI TEPAUHU (PAK IMUTOBUIHOM JKENIE3bL).

TTpu mennane nabmonenus 16 mec OB u BCB cocrasuna 78,8%
u 79,4% coorBercTBeHHO. AHaM3 3(G(EKTUBHOCTH B TIpyIIax
Bo3pacT 55 ner u crapue u jo 55 ser: OB 91,7% nporus 68,3%
(p=0,08), BCB 81,7% npotus 76% (p = 0,3) coorBeTcTBEHHO. Takum
00pa3oM, TaHHAs CXeMa MOXKET OBITh ONTHMAIBHBIM BEICOKOA(dEK-
THBHBIM TOJIXOI0M Tepanuu B Jieuennn auddysuoit B-KKJI ¢ pakro-
Ppamu HeOIaronpHUsATHOIO [IPOTHO3a B CTApIIIEH BO3PACTHOH IpyIiIe.

3akaiouenne. [IpocrieKTHBHOE MHOTOLIEHTPOBOE ITHIJIOTHOE
HCClIeJOBaHNE MO HpHMeHeHuto nporpammsl R-DA-EPOCH/R-
HMA rnokazano ee BbICOKYIO 3(QEKTHBHOCTh U XOPOLIYIO IIepe-
HOCUMOCTB y OonbHBIX Au(dy3Hoit B-KKJI ¢ dakropamu HeOna-
TOIIPUSITHOTO NPOrHo3a. JlaHHbI IPOTOKON MPOAEMOHCTPUPOBAI
0COOEHHO ONTHMHUCTHIHBIE PE3YBTAThI B TEPAITUH OOIBHBIX CTap-
11e 55 JIeT, 4TO MOXKET O3BOJIUTh PEKOMEHI0BAaTh UMEHHO ATy CXe-
MY JUTSl JaJbHEHIIIX UCCIIeNOBAHIN IMEHHO B 9TOHU IpyIIIe.

fapmaesa T.LL."? PycmHoB M.A.', 3anueB [1.A.", KoHoanoga A.A.!, 6parumosa N.T.!,
lyseBatbix A.M.", Kynukos C.M.!

COBPEMEHHbBIE METOibl OPTAHU3ALUU KOHTPONA U YNPABJIEHUA HAYYHOW
AEATEJIbHOCTbIO C MOMOLbIO UHOOPMALIMOHHO-AHAJTUTUYECKUX
MHCTPYMEHTOB

'OIBY «femaTonornyeckmin HayuHbli LeHTp» MuHsgpasa Poccum, 125167, r. MockBa, Poccus;
2OrAQY BO «Poccuiicknin yHmBepcmTeT ApyK6bl Hapogos», 117198, . MockBaa, Poccua

C nenbto noBbImeHus 3G HEeKTHBHOCTH KOMIUIEKCHOTO y4eTa Ha-
YUHOH AEATeTbHOCTH MEUIIMHCKON OpraHn3alyy Iy TeM CHIKEHHS
aJIMMHUCTPATHBHBIX YCUJIUH, BO3HUKIIA MOTPEOHOCTh B MH(OpMa-
TU3aLMK cO0pa, aHAJIN3a U TPOTrHO3UPOBAHUS PE3YJIbTaTOB HayYHOM
nesirensHOCTH (PHJT), @ Takke aBToMaTH3aIiiy pOIIECCOB, CBSI3aH-
HBIX C HPEACTaBICHUEM OTYCTHOCTH, BHEAPEHUEM 3(P(HEKTUBHOTO
KOHTpPAKTa, yIpaBJIeHNs! epcoHanoM. J{Js 3Toro HaydHbIe yupex-
JICHUSI UCTIONB3YIOT CYILIECTBYIOIINE U CO3AAI0T COOCTBEHHBIC MH-
(bopmaronHo-ananutuueckue cucremsl (MAC) PHIL.

Hesis padorbl. PazpaboTka aBTOMAaTH3MPOBAHHOM MH(OpMAaIW-
OHHO-aHAMTHYECKOH (on-line) cuctemsl 1o cBoy oruetHocT PHJ—
UAC «Buytpennnii mopran ['HL] a7t HaydHBIX COTPYIHUKOBY.

Marepuaisl u Metonbl. Meronomornst pabotst MAC PHJI 6a-
3UpyeTcss Ha aBTOMAaTM4eCKOH arperanu KOMILIEKCHOW W, IpekKJie
Bcero oudnuorpaduueckoit nHGOPMaIUK O IMyOIMKALUSX, U3 Pa3HBIX
BHEIITHUX UCTOYHHUKOB 1 0a3 gaHHbIX (PUHL] — eLibrary.ru, PubMed,
Scopus, Web of Science u 1ip.) U ee COBMEICHUH ¢ HHpOpMAIHEH
BHYTPEHHEIO COJIepKaHusl (aBTOPbI, MOJPA3AENICHHs], UCTIOIHUTEIH
(byHIaMEHTAIBHBIX ¥ WHULMATHBHBIX HAyYHO-HMCCIIEOBATEIbCKHUX
padotr (HUP/HUOKP), naauButyansabie HHGOPMAIHOHHBIE TPOQH-
JIM B paMKax BHyTpeHHel KomrbrotepHoit cetn). MAC «BryTpeHHuit
noprain I'HI] 1 HaydHBIX COTPYIHHKOBY SIBISIETCS MOAUDHIMPO-
BaHHOH Bepcuell cuctems! ynpasinenust CMS burpukc. Jloctyn k
JIMYHBIM KaOuHeTaMm HaydHbIX coTpyaankoB @I'BY I'HI] Munznpasa
Pocenn ocymectsisiercs yepe3 BeO-Opaysep. Ha cropone cepsepa
peaji30BaHbl aBTOMATHUECKUE CPEICTBA CHHXPOHU3ALMH C BHELITHH-
MU MCTOYHMKaM{ HH(OPMAIIMK 1 aKTyaju3aluu 0a3 JaHHbIX.

38

PesyabTarel M o6cy:kaenue. [Ipakrnyeckoe MCHONIb30Ba-
ane UAC PHJI nmpenmnonaraer o0si3aTeslbHOE BHECEHHE COTPY-
HUKaMH HEOOXOJMMBIX JIaHHBIX M HEJOCTAIOUIMX JIOKYMEHTOB C
HX MOCJEOYIOUIeH MPOBEPKOW M 0Z0OpPEHHEM PYKOBOAMTEISMHU
noapasneneHuit u moneparopamu. C nomouisto MAC PHJI no
WHIUBUAYAIBHBIM HICHTH()HUKAIMOHHBIM KoxaM (spin-kox, ID)
ABTOPOB OCYIIECTBISICTCS MOHUTOPHHT MPEACTABICHHUS HAYYHO-
ro npoduiIst B POCCUUCKUX U MUPOBBIX pe()epaTuBHBIX U HAYKO-
MeTpuYecKux 0a3zax JaHHBIX. B pamMkax cHCTEMbI 3aJI05)KEHbI Me-
XaHU3MBl UCIIOJIHEHHUS KOMILJIEKCHOTO yueTa Hay4dHOH aesTellb-
Hoctu (yuactue B temax HUP/HUOKP, nyOnukanuu, 3asBKd U
MOJIy4eHUE TPAHTOB, IMATEHTHAas JESTEIbHOCTb, BHYTPCHHSIS,
ofepoccuiickas 1 MeX/yHapoHas Koyutaboparus u np.). Jns
aKTyaJIU3allMM ¥ CBOEBPEMEHHOCTH IPEACTABJICHUs OTYETHBIX
naHHeix B MAC BBeJCHBI JOMONHUTEIbHBIC (DYHKIHH PYyYHOTO
BBOJa Hepoctarouei napopmaunn. MAC PHJI obGnanaer BO3-
MOXHOCTSIMH TEKYILIETO OIOBEIICHUS U HOBOCTHBIM CEPBHCOM.
B Hactosiee Bpemst BexyTcst paboThl 10 BBOLY 0a30BOH 4acTh
NAC B onbITHY0 3Kcmnyaranuo. C 0CTalbHBIMH HOACUCTEMAMU
BBINTOJIHEHBI J1aTAJIOTMYECKOE MOJACIMPOBAHUE M ONBITHOE MPO-
TOTUITMPOBAHHE.

3akmouenne. UAC PHJ] «Buyrpennuit mopran I'HI{ must
HAy4YHBIX COTPYIHHKOB» O0JIa/laeT IIMPOKUM CIIEKTPOM HEOOXO-
JUMBIX KQueCTB M MPAKTUYECKUX BO3MOKHOCTEH Ul BHEAPCHUS
HOBBIX OPraHM3al[MOHHBIX METO/OB YIIPABICHUS HAy4yHOH nes-
TEJILHOCTBIO MEAMIIMHCKUX OPraHU3alliii, HalpaBJICHHBIX HA MO-
BBIIICHUE €€ PEe3YIETaTUBHOCTH U 3()(PEKTHBHOCTH.
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CPABHUTE/NIbHbIA AHAJIN3 KOHLEEHTPALU CBOBOAHDIX JIETKUX LIEMNEN
MMMYHOTIIOBYJINHOB CbIBOPOTKU KPOBU U CMUHHO-MO3roBOM
KNAKOCTU NPU MHOXXECTBEHHOI MUEJIOME, OCJIOXKHEHHOW
ONMYXONEBOW MUEJIOPAJNKYJIONATUEN

I'BY3 MO «MoCKOBCKIMI 06/1aCTHOW HayYHO-UCCNEA0BATENbCKNIN KINUHUYECKUIA MHCTUTYT M. M.O. Bnagnmmnpckoro,
129110, r. Mockaa, Poccua

Merox  ompexneneHus  CBOOOIHBIX  JIETKMX  Lerei
AMMYHOTIIOOYNMHOB  chiBopoTkn  kpoBu  (CJII[  CK)
NpUMEHSeTCS I AUAaTHOCTHKH U OLEHKU 3(PdeKTuBHOCTH
JICYCHHUST MHOXKECTBEHHOH Muenombl (MM). B nmreparype
HET [aHHBIX, KaCAIOMIMXCS KOHLUEHTPALMH B CIHHHHO-
Mmo3srosoit xuakoctu (CJIL CMK) npu MM, ocnoxHEHHOH
muenopaaukyionarueit (MPIT).

Hean padorbl —  cHOpPMYIMpPOBaTH  KOHIIETILIHIO
MHTPATEKAJIbHOIO OIIyX0JIEBOr0 pocTa ipu MM, 0Cl10KHEHHON
MPII, Ha OCHOBaHMH MOJAENIU T'PATUEHTOB KOHLEHTpPALUHA
CJILL CK u CJIK CMX.

Marepuansl u  Metoabl. OOcnenoBanbl 12 OGONBHBIX
MM (y 11 — I cramus, y 1 — Il cramus), y 8 quarHoctupoBaH
KOPCIIKOBBI CHHAPOM, y 4 — KOMIIpECCHsS CIMHHOTO MO3Ta.
IMTapanporenn (Plg) G onpenenen y 6 6ombHbIX (Y 3 —K;y 3 —A),
Plg M/k —y 1, nzonupoBannast BJ-popma — y 5 (A-5). Briepsbie
BeIsBIICHHAT MM ObDia y 5, pesucTeHTHas K XPMHOTEPAITIH
(XT) — y 4, moniepkuBaroliee JeueHne Moaydaad 3 OOMbHbIX.
XT, Brmodaromias Oopre3oMuO, MesdanaH U TPEIHH30JIOH,
TIONyJaId  BCE, JICHATMIOMH Ha3HAYIN TIPH PE3HCTCHTHOW/
pemmmuBHoi MM. Onpenenenne konuentpammii CJII CK
n CJI CMX k u A ¢ HOCIEQyIOIIMM HapHbIM aHAIU30M
KOHIIGHTPAIMil MMMYHO(DEPMEHTHBIM METOZIOM TIPOBOIMIIM HA
criekrpooromerpe (Kenstar, CIIIA) ¢ ncniosp3oBaHieM HaOOpPOB
xomranuy “Bio Vendor” B MuKpoIUIaHIeTHOM (hopmare.

PesysabTarhl W 00Cy:KIeHUe. AHAIW3 KOHIECHTPAIHHA
k-CJIL CK ycranoBwmi ux cpeqHue 3HayeHus 15,9 + 4 mr/m,
91O OBUIO BBINIC 3HAYCHUH y 3M0pOBBIX Jurm (7,3 wr/m).
Pa30pochl KOHIIEHTpAIIUH OTHOCUTEIHHO CPETHEN BEIMIMHBI
cocraBisun 6,7 +2 1 28,9+ 7 mr/n. [IpusTom cpejHee 3HaYeHUE
k-CJILL CMXK coctaBuio 0,03 + 0,01 mr/i ¢ pazdpocom 0,02
+ 0,05 u 0,05 £ 0,02 (mr/n). Cpennsis konteHTpanus A-CJIL]
CK cocrasmsma 54,3 £ 16,4 Mr/n (3HaueHHsI y 31O0POBBIX
mar 12,7 mr/m), pazopocsr 12,6 u 98,7 mr/n. KorneHtparms
A-CJIL] CMXK cocragisina 0,5 + 0,18 mr/i ¢ pazopocom 0,17 u
0,83 mr/n. Inst onpenenenus rpaanenta konnenTpanuid CJIL]
CK u CMX OpuH mpoBe/ieHBI ABa dTamna aHaim3a. CHauama
OTPENEeIISTMCh MTOKA3aTe/ M HapacTaHUs KOHIICHTpanuu (Makc/
muH) it CK v it CMXK otst k 1 A CJIL, 3aTem BRICUNTHIBAIA
oTtHomeHnus 3tux nokasareneit CK/CMIK, ms «-CJIL — 1,7,
s A-CJIL — 1,6. ComocTaBreHne JaHHOH (UIBTPallnOHHON
MOJICIT ¢ aHAJIOTUYHBIMU TIOKA3aTEISIMH KaXXI0TO OOJBHOTO
moKasaio, 9To y 6 m3 12 mokaszarenu ObUIH MEHbIIE, 9yeMm 1,7
unu 1,6, 9TO CBUAETEIHCTBOBAIO 00 HHTPATEKATLHOM POCTE.
[Ipu aToM ormyxosneBslii uTo3 B CMIK ObLT BBISBICH B OTHOM
HaOJIIOEHUN.

3akJiroueHue.  PesynpraThl  CBHUACTEILCTBYIOT O
BHYTPHUCIIMHAIEHOM OITyXOJIEBOM POCTE W MOTYT CIYXKHTh
OCHOBaHMEM JUIsl IIpoBeeHust uHTpaTekanbHoi XT npu MM,
OCIIOKHEHHOH onyxosnesoid MPIT.

lfonoskunHa J1.J1., Kanangapos P.C., CtpemoyxoBsa A.l, Bacunbesa M.H., MywknHa T.1.,
AtpoueHko I.B., Xacurosa b.b., lNaposnyHukosa E.H.

CEPOJIOTMYECKAA XAPAKTEPUCTUKA AHTUTEHA WEAKD TYPE 1

OIBY «femaTonormyecknin HayuHblI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

Crnabprif o armmornHabenbHOCTH aHTHTeH D (weak D)
HPE/CTABIEH Pa3HbIMU TUIAMH, OTIMYAIOUIMNMUCA 110 CTEIle-
HU CHIDKEHUS YHCJIa aHTUTE€HHBIX JETEPMUHAHT Ha IPUTPO-
nurax. [losBienune tunoB weak D wame cBsi3aHO ¢ 3aMeHOM
€IMHUYHBIX HYJIEOTUIOB B reHe R D, 4To IPUBOANT K 3aMEHE
€IMHUYHBIX AMHUHOKHCIIOT BO BHYTPHUKIECTOUHOW WJIM TpaHC-
MeMOpaHHOI dacTsax Oemka RhD u cHmkeHuro ero mHTErpa-
IIUM B MeMOpaHy 3puTporuToB. V3BecTHBI 84 THIIa aHTUTCHA
weak D. Ilosinenue anturena weak D type 1 acconmupona-
HO C aMHHOKHCJIOTHOW 3aMEHOH B TPaHCMEMOpaHHOH 4dacTh
oenka RhD (V270>G) BcnencTBue 3aMeHBbI HYKJICOTHIIOB
809T>G B rene RAD. Yucno neTepMUHAHT HAa OTHOM 3PUTPO-
LIUTE IPU ITOM THIIE BapbupyeT oT 533 1o 1285.

Hean padoTbl — ONPENEIUTh CEPOTOTHUECKUE XapaKTe-
pUCTHKH 1 yacToTy anTurena weak D type 1.

Marepuanbsl U MeToabl. Pesyc-eHoTnn onpenensin
B PEaKIMM arnliOTHHAIMK Ha IUIOCKocTH ¢ lloimkioHamu.
Anturen weak D BBISIBISUTH B peakIMy COJIEBOW armIfOTHHA-
LIUH B IJTAHIIETaX ¥ TeJIeBbIX KOJIOHKAX U B HENPSIMOM aHTH-
mI00yIMHOBOM TecTe B podupkax u reie (“BioRad”, CILA).
I'enomuyro JIHK Bepiensiiim peaktuBamu dupmsr “BAG”
(I'epmanust) mo Metomuke nponsBoautens. Tunm weak D ycra-
HaBJIMBAJIM B MOJUMEPA3HON IEMHOM peakuuu ¢ mnpaiimepa-
MM JJIs BBISIBIICHUS reHOTUIIOB cucteMbl Pesyc (RH-TYPE) u

BapuaHToB aHTUTeHa weak D (Weak D-TYPE) mpoussoncraa
¢dbupmbl “BAG” (I'epmanust) IO METOAMKE MTPOU3BOIUTEIIS.

Pesynbrarsl n odcy:xaenne. 13 5100 obcnenoBaHHbIX Oc-
JabeHue arnTioTHHAOETEHBIX CBOMCTB 3PUTPOLIMTOB BBISIBICHO
y 106 (2,1%). 'enotunupoBanue Juisi HACHTU(GUKAIMY BapHaH-
ToB aHTUreHa weak D npoBeneno 59 nunam, HaiineHo 6 THIIOB
weak D. Auturen weak D type | BeisiBieH y 18 (30,5%) ueno-
BeK, U3 HuX y oxuoro weak D type 1.1 (1,7%). ArmmrornHanus
sputpormToB weak D type 1 Ha miockocTn nieHTHGHUIMPOBaHA
B 61,1% cirydaes, hopmMupoBaIach, Kak MpaBmIIo, K 3-i MUHYTE
ObLTa MEJKOM. B peakiinu coieBoi armmoTHHAIH ITOJIOKNATEIh-
HBIA pe3ysbTar noiydeH B 83,3% ciyuaeB, pa3BelcHUE aHTH-
D-anturen — ot 1:2 1o 1:32, T.e. mONOMHUTETbHAS MHKYOAIHS
TECTHPYEMBIX 3PUTPOLMTOB C MOIHBIMU aHTU-D-aHTHTENaMU B
TeyeHne | yaca crocoOCTBOBasia JIyHIIEMY CKJICHBAHHIO DPH-
TpouuToB. B renesbix komoHkax co cmechro IgM u IgG antn-
D-anTHTeN NONOXKUTENBHBIN pe3ynsTar oT 1+ 10 3+ momyteH B
66,7% ciyuaeB. Kiaccuueckuil HENpsiMOW aHTHITIOOYITMHOBBIN
TeCT MOBBIIIAN BEIsIBIsIeMocTh weak D type 1 10 94,1%, a B rene-
BBIX KapTax ¢ aHTUINIOOYTMHOBOW CHIBOPTKOH — 110 100%.

3akiarouenne. Aururen weak D type 1 — yacTblii BapuaHT
weak D (30,5%). Camblii 3¢h(heKTHBHBII CEpOITOTHUECKUH Me-
Tox BeisiBIeHUs weak D type 1 — HenpsiMol aHTUIIIOOYIHHO-
BBIH TECT B TEJIEBBIX KapTax.
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CEPOJIOTMYECKAA XAPAKTEPUCTUKA AHTUTEHA WEAK D TYPE 2
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[NosiBnenne anturena weak D type 2 cBsi3aHO ¢ 3ame-
Hoii nykneotunoB 1154G>C B rene RHD, npuBoAsiei K
AMUHOKHCIIOTHOH 3aMeHe B TpaHCMEMOpaHHOM yacTu Oe-
ka RhD (G385A). [Ipu 5ToM 9HCITO aHTUTEHHBIX IETCPMHU-
HaHT Ha OJJHOM DPUTPOIIUTE BapsupyeT oT 446 mo 950.

Lean padorel. OpeenuTh CEPOTOTHIESCKIE XapaK-
TEPUCTHKH U YacToTy aHTureHa weak D type 2.

Marepuaisl u MeToabl. Pesyc-gpenorun onpenens-
JIM B PEaKLUH arrIIOTHHALIMY Ha TUIOCKOCTH C LIOJIUKIIO-
Hamu. AHTHUTeH weak D ompenensim B peakiiuu coire-
BOIl armIOTHHAINM B TUTAHIIETAaX W TEJIEBBIX KOJOHKAX
W B aHTHIVIOOYJIMHOBOM TE€CTE B MPOOHMPKAX M TEIEBBIX
kaprax. [enomuyto JIHK Bbiaemnsiiu peakTuBaMu GpUpMbI
“BAG” (I'epmanus) mo MeToauke mpousBoauTens. Tumn
weak D ycraHaBiuBamu B moIMMepa3HoOH IETTHOHN peak-
UM C IpaiiMepamMu AJsl BBIABICHUS [€HOTUIIOB CHUCTE-
Mmbl Pesyc (RH-TYPE) u BapuantoB anturena weak D

(Weak D-TYPE) ¢upmsbr “BAG” o meTonuke npous-
BOJIUTEIIS.

Pesyabrarel U o0cy:knenue. 113 59 uyenosek c¢
weak D anturen weak D type 2 natineny 8 (13,6%). Men-
Kasl armIIOTHHALNS C IIOIUKIOHAMHA Ha TIOCKOCTH K S5-I
MuHYyTE chopmupoBanack Toibko y 1 (12,5%) uenosexka.
B coneBoil armioTMHAMM B IUIAHILETAX MOJIOKUTEIb-
HBIA pe3ynbTarT noiydeH B 75% ciydaeB, pa3BeneHUE
autu-D-angturen — ot 1:8 10 1:32. B reneBbIX KOJIOH-
Kax peaknuio Ha 1+ — 2+ Habmonamm y 3 (37,5%) gemno-
Bek. Kimaccnueckas memnpsimas mpoba KymOca BeIsiBHIa
weak D type 2 B 87,5% cnyuyaeB, TeCT B Te€ICBBIX
kaptax — B 100% cityuaes.

3axiouenue. Auturen weak D type 2 — penkuit
BapuanT weak D (13,6%). Camblii 4yBCTBUTEIbHBIN
METOJI OIPE/IEICHHs] — HEMPSIMON aHTUTIIOOYITMHOBEII
TECT B IeJIeBBIX KapTax.

lfonoskuHa J1.J1., KanaHgapos P.C., CtpemoyxoBa A.l, Bacunbesa M.H., MNywkunHa T.1.,
AtpouweHko IB., Xacurosa b.b., lMaposuyHnkosa E.H.

CEPOJIOTMYECKAA XAPAKTEPUCTUKA AHTUTEHA WEAK D TYPE 3

OIBY «femaTonornyeckmin HayuHbl LeHTp» MuHsgpasa Poccum, 125167, r. MockBa, Poccua

CymiecTByIOT MOMYJSAIUOHHBIE Pa3INyuns B 4acTOTE
pasubix THoB weak D. Cpenu sroneii Oenoii pacsl ya-
crora weak D tunos 1,2,3 cocrasasietr 93%. BrisaBinenne
weak D y ToHOPOB M pelMITUEeHTOB UMEET OOJBIIIOE 3HA-
YyeHue i NpoduiIakTuku anTu-D-amionMMyHU3anum.
I'enorunupoBanne RHD jg0HOpOB BakHO yIsi TIpeji-
YIPEXICHUS ATUIONMMYHHU3AINHU Pe3yC-0TPHUIIATEIbHBIX
JIONIEH, KOTOPBIM MOTYT OBITh IEPEIUTHI SPUTPOIUTEL,
cogepxamue anturen weak D. Takoil moaxos 1mo3Bo-
JSIeT TpeaynpeauTh o0pa3oBaHUE aHTHTEN aHTU-D y
98-99% nanuentos. [losiBnenne anturena weak D type
3 accouMMpOBaHO C aMHUHOKHCIIOTHBIMH 3aMEHAMH BO
BHyTpuKieTouHoi yactu 6enka RhD (S3C) Bcnencraue
3aMmeHbl HykieotunoB 8C>G B rene RHD. KonudecTtBo
JIETEPMHUHAHT Ha OJTHOM PUTPOLIUTE MPHU 3TOM THIIE Ba-
prupyet ot 1333 1o 2650.

Heas padorel. OnpeaenuTb CEPONTOrHIeCcKUe Xapak-
TEePUCTUKH W 9acToTy aHTHTeHa weak D type 3.

Marepuajbl M MeTOAbI. [IepBUYHBIN CKPUHHUHT U
(EeHOTUITPOBAHNE UCCIIEAYEMBIX SPUTPOIIMTOB TIO CH-
cteme Pe3yc BBINOMHAIM B peakliy arnIroTHHAIIMY Ha
mnockoctu (PAIT) Iomuknonamu knacca I[gM co crent-
npuunoctsamu antu-D, -C, -c, -E, -e. [Ipu BoisiBneHUN
OoClalJICHUS arTmIIOTHHAOCITBHBIX CBOWCTB JPHUTPO-
[IMTOB TIPOBOJMJIN PEAKIUU COJEBOH arraiOTHHAIIUU
(PCAr) B mnanmerax c¢ aHTu-D-aHTHTEeNnamMu Kiacca
IgM («I'emaronmor», MockBa), peakuuio arriOTHHA-
LIMU B TeJIeBBIX KOJOHKaX co cmechio IgM u IgG antu-
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D-antuten (“BioRad”, CIIA), HenpsMoi aHTHTIIOOY-
nuHoBBIN TecT (HAI'T) ¢ antu-D-anTurenamu kiacca
IgG («I'ematonory, MockBa) B IpoOUpPKaX U B FEJICBBIX
kaptax LISS/Coombs (“BioRad”, CIIIA). 'eHoMHYO
JHK Beigensnu peakruBamu ¢pupmel “BAG” (I'epma-
HHS) TT0 MeTomuke mpom3BoauTes. [11[P BermomHsIH
C TmpaiMepam¥ IS BBISBICHHUS T€HOTHUIIOB CHCTEMBI
Pesyc (RH-TYPE) u tunor anturena weak D (Weak
D-TYPE) Toii e ¢pupMbI 10 METOANKE TIPOU3BOJIUTE-
TISL.

Pe3yabrarthl u 00cyxaenne. [ eHOTUNIHPOBAHUE BbI-
ssuiio weak D type 3 y 28 (47,5%) u3 59 venosek, nmpu
9TOM y 27 Ha MIOCKOCTH (JOPMHUPOBATIACH MEITKasI arTITio-
THUHAIWS B OCHOBHOM K 2—3-if MunyTam, B PCAT pasBe-
neHue anTu-D-pearenra konebanock ot 1:16 mo 1:512,
B TeJICBBIX KOJIOHKAaX CHJIa PEaKkMH COCTaBisia OT 3+
10 4+. B onHOM cilyyae armIlOTHMHAMM Ha IIOCKOCTH
He Ob110; pa3BeneHue antuten B PCAT coctasmio 1:2, B
TEeJIEBBIX KOJIOHKAX CHJIa peaknuu Obuia Ha 1+. MeTomsl
C IPUMEHEHHNEM HETIOJIHBIX aHTU-D-aHTUTeN MO3BOJISIN
BBISIBUTH NpHCYTCTBUE aHTUTeHa weak D type 3 B 100%
CIIy4aeB, CHJIa pEeaKllUU B Tejle COCTaBisIa oT 3+ o 4+.
®enotumnel sputponntos ¢ weak D tum 3: 25 ob6pasma —
CcDwee, 2 obpasiia — CCDwee.

3akaouenune. Anturen weak D type 3 — cambrif ua-
creiii i weak D (47,5%). Henpsimoit anTHIIIO0YNuU-
HOBBIH TECT B T'EJIEBBIX KapTaxX — caMblil 23 QEeKTUBHBIN
CEpOJIOTHYECKUI METOJ] €TO BBISIBICHUSI.
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NMPOBJIEMbl TPAHCOY3UONOTMYECKO UMMYHOTEMATOJIOTUA
NI3PUTPOLUUTAPHAA TEHOMUKA B UX PASPELLEHUNA

OIBY «femaTonorMyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

HNmmyHONmornyueckasi 6€30macHOCTh TpaHC(y3uil 3pUTpo-
UTCOAEPIKALHMX CpeJ] 00yCIIOBIICHA MTPAaBUIILHBIM OIpeielie-
HHEM aHTUTCHOB CHCTEM 3pUTPonnTOB. CepoorniecKne Me-
TOZBI BBIBJICHUS QHTUTCHOB CIICUU(UYHBI, TyBCTBUTEIBHEI,
SKOHOMHUYHBI, HO €CTh OTPAaHUYUCHUS B MX MPUMCHCHUH W3-
3a TCHETHYECKUX OCOOCHHOCTEH M M3MEHEHWH B OpraHW3Me
BCJICZICTBHE JICUCHHS WM MATOJIOTHYECKHUX IPOIECCOB. AJ-
JIETBHBIA MTOTMMOP(QH3M aHTHI€HOB, XMMEPU3M TOCJIE WHO-
TPYNITHBIX TpaHC(y3Ui WM TpaHCIUTAHTAINN, (PUKCHPOBAH-
HBIC Ha SPUTPOLUTAX AayTOAHTHTENAa MOTYT HPENSATCTBOBATH
(heHOTUTIIMPOBAHUIO SPUTPOLIUTOB.

Leas padoTsl. OTICHUTH POJb TEHETUIESCKON UICHTH(H-
KaI[M¥ B ONPEACTICHNN HCTHHHBIX TPYTIIT KPOBH dPUTPOIUTAP-
HBIX CHCTEM.

Martepuaabl 1 MeToabl. OEHOTUITHPOBAHUE IPUTPOIIH-
ToB 1o cuctemam ABO, Pesyc, Kemr, MNS BeImonHsM B pe-
aKIMY armIFOTHHAIMH Ha TUIOCKOCTH CIEeIU(PHIECKUMHU 110U~
kimoramu (OOO «I'emaronor», Mocksa). ['ernomayto JIHK BEI-
JIEJSUTA € TTOMOIIBI0 peakTHBOB GupMbl “BAG” (I'epmanmst)
MO0 METOJIUKE MPOU3BOAUTENSA. MeTo MoIUMepa3Hoi LenmHoi
PeaKITUY BBITIONHSIIN C IpaiiMepaMu ISl BBISABICHUS TE€HOTHU-
noB cuctemsl ABO (ABO-TYPE, ABO-variants TYPE), MNS
(MNS-TYPE), Pezyc (RH-TYPE) u BapuantoB anturesa D —
cmaboro (Weak D-TYPE) u mapumansroro (Partial D-TYPE),
MIPOM3BOICTBA TOH Ke (YUPMBI IT0 METOANKE TPONU3BOTUTENS.

PesyabTaTrhl U 06cy:kaenue. B 2015 . BemonHeno 2055
onpenenenuit rpynn ABO, Pesyc, Kemn. [Ipo0nemsr nuaruo-
cTukn rpynnoBoit npunamiexnoctu (I'Tl) mo ABO Obum 06-
ycIoBIeHBI BapuaHnTaMu anturena Ay 106 (5,16%) genosex,
TEIUIOBBIMU ayToaHTuTenamu — y 26 (1,3%), nocrrpancdy-
3noHHBIM xuMepuzMoM (ITTpdX) — y 32% (1,6 mepBH4HBIX
0ONBHBIX); TIO cucTemMe Pesyc — BapmanTtamu anTHresa D y
52 (2,53%), ITpdX —y 64 (3,1%) naumenros. beumn Takxke
poOsIeMbl OTIpeAeIeHust pe3yc-peHoTHNna y OOJIbHBIX MHO-
xecTBeHHOH muenomonr (MM) —y 162 (7,9%). Ilepen Tpanc-
TUIaHTaIMel TeMonodTHYecKuX cTBOJOBBIX KieTok (TT'CK)
¢denorunmpoBanue 3putporutoB o ABO, Pesyc, Kemr, MNS
OBUTO BBIMTOTHEHO y 55 perumueHToB U 56 nmoHopos. [locie
TI'CK ©Obuto mpoBeseHO 698 omnpeneicHUN APUTPOIMTAP-
Horo xumepusma: no ABO — 301, Pesyc — 252, MNS — 105,
Kemn — 40. 'enoTunupoBaHye O3BOIWIIO MIOATBEPAUTD BapH-
aHTBHI aHTHUTEHAa A ¥ BBIIBUTH aHTHreH Ael, naentudunupo-
Bath Turel weak D m D partial, ycranoButs ucturnyto ['T1
y MONUTpaHC(Py3HOHHBIX OONBHBIX, OOMBHBIX C (PUKCHPOBAH-
HBIMH Ha DPUTPOIUTAX ayTOAHTUTEIaMH 1y O0ibHBIX MM, y
6ompHEIX Tociie TT'CK B pa3HbIe CpOKH HAOTIONCHHS.

3akJ/roueHue. ODpUTPOIUTApHAS TEHOMHKA ITOMOTAaeT
pa3permTh HEOTHO3HAYHOCTH PE3YNBTaTOB CEPONIOTHUECKIX
METOJIOB HCCIIEJOBAaHNS ¥ BHOCHUT PELIAIONINI BKJIa]] B TPAHC-
¢y3uonoruro.

lfop6erko A.C., Ctonsap M.A., Hukonaesa IN.A., OnbxoBckuin U.A.

CPABHUTEJIbHbIE TEMATOJIOTMYECKUE MOKA3ATEJIN U ATPETALIAA
TPOMBOLUTOB Y NALUMEHTOB C MYTALLIMAMWU B TEHAX CALR U JAK2
NP 3CCEHUUAJIbBHOU TPOMBOLIUTEMUN U MUEJTOOUBPO3E

KpacHoapckuin punnan OrbY «fematonormyeckunin HayyHbln LeHTp» MH3gpasa Poccuuy, . KpacHospck; ®FAQY BMO
«Cnbupckun dpesepanbHblii yHUBepcuTeT», I KpacHoapck; OIBYH «KpacHoAapckuin HayuHbil LeHTp» Cnbmpckoro
otaeneHna PAH, r. KpacHosapck

Mytammu B rerax JAK2 u CALR Bwissmsior y 80-90%
O0NBHBIX 3cceHManbHOi TpombormTemueid (OT) u nepBuy-
HBIM Muenoduopozom (M®D). ITammenTs! ¢ mytammsmMu CALR
(CALR+) xapakTepu3yloTcsi 00jiee paHHUM BO3PAaCTOM, MYXK-
CKHM I10JI0M, OoJiee HM3KMMH 3HAYE€HHSMH JICHKOLUTOB, IPH-
TPOLIMTOB M TE€MOIIOONHA, HO Ooiee BBICOKUMHM ITOKA3aTeNN
TPOMOOIINTO3a, YeM Yy OOJIbHBIX, UMEIONUX MyTanuio JAK?2
(JAK2+). JInst naHHO# TpyIIBI TAlMEHTOB OTMEYACTCs TAKKE
OoIree HU3KHUN PUCK TPoMO030B rpu DT 1 OIaronpUSTHEIH PO-
THO3 Tipu iepBUIHOM M®. OHaKo, Ha OTPAaHUYSHHOHN BHIOOD-
K€ POCCHICKUX ITaliMeHTOB He BhIsiBIeHO pasnuunii (P. Butylin
u coaBt.,, EHA, 2015). M3BecTHO Takxke O pazIMIHOM IIPO-
THOCTHYECKOM 3HadeHnU MyTanuii 1-ro (c.1092 1143del52) n
2-ro tunoB (c.1154 1155ins5) B rene CALR.

Ieab padoTbl — CpaBHUTENBHBIN aHAIN3 apaMETPOB Ire-
MaTOJIOTHYECKOTO O0CIIEIOBAaHUS M arperaiuu TpoMOOITUTOB
y MalUeHToB ¢ MyTanusiMu B reHax JAK2 u CALR.

Marepuanbl 1 MeToAbl. B nccnenoBanue BkitoueHs! 137
6ompHBIX OT (44 ¢ CALR+, 93 ¢ JAK2+) n 47 GONbHBIX MUe-
no¢pudposom (14 ¢ CALR+ u 33 ¢ JAK?2). Arperauuio Tpom-
OOIIMTOB WCCIIENOBAIM METOIOM HWMIICIAHCHOW arperomMe-
tpun Ha ipudope CHRONO-LOG 700 ¢ AJIP-uHayKIUEH.

I'emaronoruueckue mapameTpsl ONPECIsUIN Ha aHAIN3aTope
SYSMEX-Xt 2000i.

PesyabTaThl u o0cyxaeHne. Y OONBHBIX C MyTamuei
JAK2 3HaYMTEIHHO BBIIIE KOHIICHTPAIMH JICUKOIIUTOB, dPH-
TporMTOoB ¥ TeMaTokput (p < 0,001), uem y 6ombubIX ¢ CALR
kak npu DT, rak u npu M®. Jns myrauuun CALR 1-ro tumna
XapaKTepPHO CHIDKCHHE TeMOIIOOMHA ¥ HEUTpohmioB (p <
0,001) mo cpaBHEHHIO C MOKa3aTeIIsAMU Y OONbHBIX ¢ JAK2+
kak pu OT, Tak u nipu M®. Myranus CALR 2-ro Tuna xapak-
Tepusyercs cHmwkeHueM 303uHopmoB (p < 0,001) mpu OT u
M®, cHmxeHneM 101 6onbImX TpoMooruToB (p = 0,04) npu
OT, HO yBenuueHUEM AaHHOro napamerpa npu M® no cpas-
HEHUIO ¢ O0NBbHBIMU ¢ JAK2+, 9TO CBUAECTEILCTBYET O HAJIH-
YuU (QyHKIMOHAIBHOM cBsizu Mex1y THriomM CALR v npoayk-
et TpomoOoIuToB. [To BenmmuuHe arperauy TpOMOOIIUTOB C
AJI® cpenu JaHHBIX TPYIIT OTIIMYUN HE OOHAPYKEHO.

3akmouenne. Y 6onpHbiXx DT u M® Hanuuue MyTanuu
JAK?2 onpenenser MOBBILIEHHBIH JEWKO- U 3PUTPONOI3, Of-
HaKo MeXTy OonbHBIME C 1-M 1 2-M Tumamu myTtaruii CALR
pasiIMumii 10 KOJIMUECTBY KJIETOK He 0OHapykeHo. DyHKIHO-
HaJIbHAsl aKTHBHOCTh TPOMOOIINTOB ¥ MX KOJIMYECTBO HE pas-
JUYaInCh ipu MyTanusx B renax JAK2 u CALR.
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PE3YJIbTATbl MPOrPAMMHOW NOIMXUMUOTEPANUN TMCTUOLIUTO3A
W3 KNETOK JIAHTEPTAHCA Y AETEN

OIBYH «KnpoBCKui HayYHO-MCCnefoBaTENbCKAN MHCTUTYT reMaTonorum n nepenveaHua kposu» ®MBA Poccun,
610027, r. Kupos, Poccua

I'mctrormro3 w3 xietok Jlanrepranca (I'KJI) sBuser-
csl penkuM 3a00JIeBaHUEM MMMYHHOM CHUCTEMBI y JIeTel U B
CTPYKTYPE OHKOTE€MaTOJIOTHYEeCKON 3a001eBaeMOCTH COCTaB-
nsietT MeHee 5% ot Bcex remobnacto3oB. [Ipornos I'KJI 3aBu-
CHUT OT BO3pacTa 00JIbHOT0, PACIPOCTPAHEHHOCTH MpoLiecca U
Ooree HEOMArONPSITEH y JIeTeH MiIaJIero Bo3pacTa ( MEHbIIe
2 ner) ¢ mynsrucucteMabM ['KJI (Bapuant Jlertepepa—3uBe
110 CTapoi KiaccuuKaIum).

Hean padorpl. OUEHUTH pe3ysbTaThl JEUEHHUsT OOIBHBIX
I'KJI npu npoBeieHnN COBPEMEHHBIX POrpaMM XUMHUOTEPA-
ITMH.

Marepuansl u Meroabl. [IpoBeneH peTpoOCIEKTUBHBII
aHAM3 PpE3YyIbTAaTOB IOJMXMMHOTEPANNH 33 MOCIEAHUE
16 ner. B nerckom ornenennn KHUUITIK nabmonanocs 16
O0JIBHBIX: B Bo3pacTe 10 1 roga — 1 GombHOM, 1-3 roga — 9,
3—7 met — 3, 7-14 ner — 2, crapme 14 et — 1 6onpHOMH. Me-
JMaHa Bo3pacta coctaBuia 3 rona 6 mec. [1o reanepHomy co-
OTHOIICHHUIO MAJIFYMKOB M JIEBOUCK ObLIO MOpoBHY. Ilepron
IO YCTaHOBJICHHS AMArHO3a cOCTaBMII OT 2 mMec 10 7 (1) meT
(menmana 1 rox 7 mec). Jluarno3 Obul ycTtaHoBieH 6 00JIb-
HBIM 4epe3 6 Mec, 4 —uepes 1 rox, 6 — 6onee 1 ropa. Anarnos
I'KJI ycranaBnuBanu Ha OCHOBAHMHU KIIMHUYECKOW KapTUHBI
3a00s1eBaHusl, MOP(POrHCTOIOIMYCCKOH U HMMYHOTHCTOXH-
MHUYECKOI OICHKHM OMONTATOB MOPaKCHHBIX TKaHew, Y3U u

KOMIIBIOTEPHOTO HCCIICIOBAHNS OPTaHOB TPYIHON KIETKH,
opromHoii nosoctu. [lo knaccudukanmu rpynmst KJL npu
Histiocyte Society MyJIBTUCHCTEMHBII BADHAHT BBISIBIICH Y 8,
MOHOCHUCTeMHBI — y 8 6ompHBIX. C 1990 1. Mo mporpamme
DAL-HX-83/90 nponeuyeno 10 nereid, nmo nporpamme LCH 11
u LCH III — o 3 nanuenra.

Pe3yabrarsl u 00cy:kaenue. B nedrore 3a00omeBanus oTMe-
YaJIMCh MOPAXKEHHUE KOXKHU, (peOpuiibHasl TeMIeparypa, yBesu-
YyeHue JTMM(aTHUECKUX y3JI0B, NEYCHH, CEJIC3EHKH, «OTHTBIY,
HecaxapHOe MOUYCH3HYpEeHHe, MeQeKThl KOCTHOH TkaHu. M3 §
6onbHbIX ¢ MynbTUcucTeMHbIM ['KJI 1 pebenok (Bospact 11
Mec) yMep Ha 3-U eHb Teparnuu, NeOT 3a00eBaHus ¢ 2-Me-
CS'YHOTO BO3pacTa. Y BcexX 15 MaluueHTOB JOCTUTHYTA MOJIHAS
KIIMHUKO-T'€MAaTOJIOTHUEeCKasi PEMHUCCHs, HO Yy 5 coxpaHsiercs
HecaxapHOe MOYeu3HypeHHue. Yalie perucTpupoBalldi OCIIOX-
veans Ha ¢one DAL-HX-83/90 (remaroToxcnaHOCTh 1-2-i
CTCIICHU aKTUBHOCTH, A3BCHHLIC MYKO3HUThI, DOHTCPOIIaTHUH, I'C-
MarToJIOTHYeCcKass TOKCHYHOCTh 1—2-i CTerneHn aKTUBHOCTH),
MPaKTHYeCKH 0TCyTcTBOBANM ocnoxkaenust mpu LCH 11 u 111

3akiaroyeHne. 3HAUNTENBHBINA JOAMATHOCTHYCCKUH IIe-
puox 3abosieBaHuUs BEJAECT K HECBOCBPEMEHHOM JMarHOCTHKE
1 yXy[maeT mporHo3. Mcmonb3oBaHNWE COBPEMEHHBIX ITPO-
rpamm xumuoTepanuu ['KJI MUHMMH3HPYET OCIOXKHEHUS U
yJIy4IIaeT MPOTHO3.

NémunHa A", Aptemos A.B."?, KacbsaHoB A.C23, JlyuiekuHa C.B.%, KymckoBa MLA.",
Bacunbes C.A2, MBaHoBa A.B."?, CyHuosa M.B."?, NMogonnenosa H.A.", Kotosa fl.H.",
Hosuukosa A", by3guH A.A.'2, MaHTenees M.A.'>6

MYTALNA B TEHE SVIL CBA3BAHA CAYTOCOMHO-AOMUWUHAHTHbIM
CMHAPOMOM CEPbIX TPOMBOLIUTOB

' OIBY «®epepanbHblii HayYHO-KIVHUYECKNN LieHTPa AETCKON reMaTonorvv, OHKOMOrMU U MMMYHOMOMMN WM.

Omutpua PoraueBa» Munsgpasa Poccun, 117997, r. Mocksa, Poccus; 2Pathway Pharmaceuticals; *OBIrYH «MHcTtutyT

6uonorun reHa» PAH, 119334, r. MockBa, Poccus; *OBI'YH «MHCTUTYT Guoxummnyeckon Gusmkm nm. H.M. SmaHyansa»

PAH, 119334, r. MockBa, Poccusa; *OI'bY «fematonormyeckuin HayuHbin LeHTp» Munsgpasa Poccuu, 125167, 1. MockBa,

Poccus; ° TBYH «LleHTp TeopeTnueckux npobnem ¢usnko-xummyeckon papmakonorum» PAH, 119991, r. Mockaa,
Poccus; *Ousnueckuin dakynster MI'Y nm. JlomoHocoBa, 119991, r. MockBa, Poccua

CurnpoMm «cepeix Tpombormro» (CCT, GPS, OMIM
#139090) apnseTca HACIEACTBEHHON MATONOTHEH, IPU KOTO-
POt OTMEYaeTCs HEA0CTaTOUHOCTh Ynciia ¥ ()yHKIIMOHAIBEHON
akTUBHOCTH anbga-rpanyn tpomboruroB. CCT xapaxrepu-
3yeTcs HEOOWJIBHBIMH KPOBOTECUCHUSAMH, YMEPEHHOH TPOM-
OonuTONICHUE M HaJM4YHEM arpaHyyIsIpHBIX TPOMOOIMTOB
B mepudeprueckoif KpoBu. B HacTosmee BpeMs W3BECTHBI
myTtanuu B 3 reHax (NBEAL2, GATAI wnu GFIIB), npearo-
JIO)KUTETBHO MPUBOJSIINE K MPOSBICHHUSIM 3TOT0 CHHPOMA.

Hens padorel. B Hacrosmieir padoTe MBI HCCIIETOBAIN
4 TIOKOJICHUSI CEMbH, B K&XK/IOM U3 KOTOPBIX ObUTH HHIMBUAYY-
MbI ¢ CCT, ucrnonb3ys (QyHKINOHAIBHBIN aHAJIU3 aKTHBHOCTH
TPOMOOITMTOB, YK30MHOE CEKBEHHPOBaHNE M MOJEIHNPOBAHNE
MOJICKYJIIPHON TUHAMUKHA MYTaHTHOTO OeJKa.

Marepuasnsl 1 MeToAbl. [Tanuentsr: 10 uneHOB ceMby, U3
HUX 5 UMEJH MPOSIBICHUS KPOBOTOUMBOCTH. METO/BI: MUKPO-
CKOITUSI B MasKe, IPOTOYHAS IUTOPIOOPUMETPHsI, KOH(DO-
KaJbHasi MUKPOCKOIIHS, ITOJTHOE CEKBEHHPOBAHHE DK30Ma Ha
Ion Proton, ananu3 HenapaMeTpUYECKOro CLETIEHUS TaHHBIX
¢ moMonibio mporpammuoro odecrnedernst MERLIN. Jlst mo-
CTPOEHUSI MOJIEKYJISIPHOI TMHAMUKH MyTaHTHOTO (h)parMeHTa
OeJKa NCTOoTBb30BaIH IporpaMMHoe obecriederne NAMD?2,9.
T'omonornynoe MozenupoBaHue MPOBOANIH C TIOMOIIBIO Cep-
Bepa PSIPRED ¢ GenTHREADER u Modeller 9.14.
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Pe3yabTaThl M 00cy:KaeHHe. Y 5 WICHOB CeMbH OBLT TH-
arHoctupoBaH CCT Ha OCHOBaHWHU JaHHBIX MUKPOCKOIIUU U
CHIDKEHHS 9KcIpeccuy P-cenexTrHa Ha TpoMOOIMTaX MOCie
ux aktuBanud. AHaian3 10 >K30MOB WIEHOB CEMbBHU MOKa3aJl
HaJIM4YUEe HACJIeAyeMOH OJHOHYKJICOTHIHOW TeTepO3UToT-
HO#1 3amenbI B Oenke SVIL: NM_021738: exon8: ¢.C1223T:
p-T408M B 10 XpomMocome, KOTOPHIH OBII €IMHCTBEHHOI
3HAQUUMOM MyTalUeH, OTIMYAIOLIEH 310POBbIX YJIEHOB Ce-
Mbu OT nmanueHtoB ¢ CCT. Myrtanuil B paHee OMHCAHHBIX
reHax NBEAL2, GATA1 wiu GFI1B neTexTupoBaHO HE ObI-
no. Ten SVIL xopupyet 6enok cynepBwuinH (supervillin),
KOTOpBIH 00ecrieYnBaeT B3aNMOICHCTBUE MEKIY dIIEMEHTa-
MU nuTockenera. [loBropHoe cexBeHupoBanue 1mo CaHrepy
MOATBEPIMIIO HAJNIMYKE 3ToW MyTanuu. KoMmmpioTepHoe MO-
JIeIMPOBAHKE yUyacTKa cynepBuiinHa ¢ 3ameHoi T408M mo-
Ka3aJio pa3pylIeHHe HaTHBHOW yKIaJKH OelKa B yKa3aHHOM
peruoxe.

3akirouenue. Mbl OOHapyXWIM MyTaIUIO, CBSI3aH-
Hys ¢ cemeitHoit popmoit CCT B reHe, KOTUPYIOMIEM CY-
NEPBUIIJIMH U OTIWYHAA OT paHEC OIMHMCAHHBIX MyTaHI/IfI
MIPU 3TOM CUHApPOME. DTO MOXKET HPOJHUTh CBET HA TOH-
KHE MOJIEKYJIIpHBIE MEXaHN3MBbl (popMHUpOBaHUS ne]EKT-
HBIX TPOMOOIIMTOB M MPHYHMH PAa3BUTHUSA CHHIPOMA CEPBIX
TPOMOOIIMTOB.
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MYTALUOHHbIV AHANIN3 FTEHOB UMMYHOTJIOBYJIUHA MPU CENE3EHOYHON
B-KNIETOYHOW IMM®OME U3 KJIETOK MAPTUHAJIbHOW 30HbI

OIBY «femaTonorMyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

CormocraBieHusl JTaHHBIX UMMYHO(EHOTHITHYECKOTO HC-
CIIeZI0BaHMsl M MyTalMOHHOro craryca reHoB IgVH mnoxasa-
JM, 9TO B MaprUHAIBHBIX 30HAX COMAEPXKATCs CyOHOMyIsIINT
B-nmumdonuTos, ¢ pa3HbIM MyTallMOHHBIM CTaTyCOM. AHaU3
BapnalebHOTO PEeruoHa TSHKEII0H ey reHOB HIMMYHOITIO0y-
mnaa (VH) y 60ompHBIX cene3eHouHON B-xierounoi mmmMdo-
Mot MapruransHoi 30HbI (CJIKM3) mokasai, 4to OOoJIbIInH-
CTBO U3 HUX MOJBEPIIUCH COMAaTUYECKOM rUIepMyTalllu, 4TO
MMEET Ba)XHOE 3HAUYEHHE /IS MPEICTABICHUS MPOUCXOXKIC-
HUSI OTON JTUM(POMBL.

Leasio uccienoBanus 0610 ompeseneHue knaccos [gVH
TEHOB, UX COMATHYECKOW MYTAaIllMd M COIOCTABICHUE 3THX
JAHHBIX C KIMHUKO-A00PaTOPHBIMH MapaMeTpaMy TalieH-
TOB ¥ UCXOJaMH 3a00JIeBaHusI.

Marepuanbl 1 Metoabl. AHanu3 VH-reHoB npoBesneH y
24 nmaruenToB ¢ auarHozoM CJIKM3. Knunudeckuit quartos
OblT ycTaHOBJIEH Ha OocHOBaHuHM KputepueB BO3 2008. Uc-
ciietyemast TOMyISIys BKIIo9ana 15 skeHIMH 1 9 MyX4nH,
MearaHa Bo3pacTa coctaBmia 60 jet (BO3pacTHOM JAMara3oH:
ot 32 no 71 ner). nst onpeneneHus KIOHAIBHOM MepecTpoii-
xu IgVH, THK mannentoB ammmndunrpoBand B 6 OTAETH-
HBIX PEAKILHUSX C UCIIOIb30BAHUEM ITPAHMEPOB, CIICIIM(DUIHBIX
k VH-cemelicTBaM, U KoHCeHcycHoro mpaiimepa JH. IILIP-
TIPOIYKT CEKBEHUPOBAIH C TIpaiimepa, CIIer(pUIHOTO ceMeii-
CTBy mepecTpoeHHoro VH-reHa c¢ ucmoibp3oBaHHEM Habopa

(IryopecIieHTHO-MEUCHHBIX Kpacuteneid. [loporoBeiM 3Have-
HHEM CXOJICTBA C TepMHHAJIbHBIMH T€HaMU cauTain 98%.

PesyasTaThl u 06cy:xaenune. Y 9(37,5%) nanueHToB ObI-
i 0OHapyxkeHbl HeMyTupoBaHHbIe VH-rens ny 15 (62,5%)
HNaUEeHTOB — MyTHpOBaHHbIE. B uccnenyemoit rpynne VH-
ressl 14 (58,4%) manueHTOB MpHHAIICKATH K CEMEHCTBY
VHI, y 12 u3 nux 6511 onpenenen red VH1-2 (50% ot 06-
mero uucia), y 7 (29,1%) Obl1u BBISIBICHBI T€HBI CEMeNCTBa
VH3 (u3 aux y 3 — ren VH3-7), y 2 (8,4%) — reHsl cemeii-
ctBa VH4,y 1 (4,1%) — VH6. BrisiicHa TeHaeHIIUs K OoJiee
4acTOMY HPOTPECCHPOBAHMIO 3a00JIEBAHMS y MAIMEHTOB C
HeMyTHpoBaHHBIME TeHamu [gVH (n = 9) mo cpaBHEHHIO
MaIUeHTaMH C MyTHPOBAHHBIMHU (72 = 15): COOTBETCTBYIOIINE
3HaueHus 6e3nporpeccuBHoi BepkuBaeMocty (BIIB) paBHbI:
53% npotus 67%. Hannune HemyTupoBaHHbIx IgVH-reHOB
aCCOIIMHMPOBAHO C YBEJIMYCHHEM BEPOATHOCTH IMPOrPEeCcCHU
3a0oseBaHuUs IPUMEPHO B 2 paza. [t rpynibl MaueHToB
¢ mytupoBanHbiMU IgVH-renamu meauana bIIB ve nocTtur-
HyTa.

3akuaiouenne. B OonpmmucrBe ciydaeB npu CJIKM3
ydacTByIoT TeHsl VHI cemeiicTBa, MOTyT OBITH ciydanm 0e3
MyTanuil IgVH-reHoB, 4T0 yKa3bplBaeT Ha MOJIEKYJISPHYIO I'e-
TEPOreHHOCTh POUCXOXKACHHS TaHHOU TMMpoMbl. OTMEYeHa
TEH/ICHINS K 9acToMy nporpeccupoBanuio CJIKM3 B ciryda-
sIX ¢ HemyTupoBaHHbIMU [gVH-renamu.

Dob6pbinko U.A.", Hukutuna E.P., bannozek M.®.2, Aikumos E.H.2, CygHunubiHa 10.C.,
CkBepunHckas E.A.', TambapaH C.I.!, MuHaykwes W.B.!

AEVWCTBUE NPOTUBOONYXONEBbBIX MPEMAPATOB IPYINMbl TAKCOUAOB
HA OYHKLIMOHAJIbHbI/ CTATYC TPOMBOLIUTOB

'®OBIYH «MHCTUTYT 3BOMOLMOHHON Ppr3monorum n 6roxmmmn nm.M.M. CeueHoBa» PAH, 194223, r. CankT-TeTepbypr,
Poccus; 2OIbY3 «CaHkT-TNeTepbyprckan KnMHnyeckas 6onbHmua» PAH, 194017, r. CaHkT-MNeTepbypr, Poccun

Takcou s (IOIIETaKCEN U MAKINTAKCEN) — IPOTHBOOITYXO-
JICBBIC MIpE€TIapaThbl paCTUTCIBHOIO IPOUCXOKACHU A, OKa3bIBa-
0T UTOTOKCHYECKOE, aHTUMHUTOTHYECKoe JeiicTBre. OTMe-
YaeTCsl, YTO 3TH MPENapaTsl BBI3BIBAIOT TPOMOOIUTOIICHHIO,
HO, C IPYTOi CTOPOHBI, B YCIOBUSX KOMOMHUPOBAHHOW XUMH-
orepanuy 3aQ)MKCUPOBaH 00PaTHBIHA «3aIIUTHBINY P QEKT a-
kmuTakcena (platelet-sparing effect) (Fujiwara 2001, Sharma
2011). B To ke Bpems, nCClIe0BaHUH 110 MPSIMOMY JIEHCTBHIO
TAKCOMJIOB Ha TPOMOOIIMTHI MaJIO, U IAHHBIE TIPOTHBOPEYHBEI
(Zhang 2015).

Heab padorsl. M3ydyenne aeiicTBUs MakIUTaKceNa U J10-
nerakcena Ha (QyHKIUIO TPOMOOLMTOB, XapaKTEpU3yeMYIO
JBYMSI OCHOBHBIMH TIpolieccaMi: M3MeHeHue ¢Gopmal (shape
change) u arperaiysi, "HIYIMPOBaHHBIE Pa3INYHBIMH arOHU-
CTaMH.

Martepuanabl 4 MeToAbl. Perucrpannio usmenenus Qop-
MBI KJICTOK (HayasbHas (ha3a aKTHUBAIIUN) M arperaiun TPOM-
OOIIMTOB B YCIJOBHUSIX BO3AEHCTBUSI 3(PEKTOPOB OCYIIECT-
BIIST METOJIOM MaJIOyIJIOBOTO CBETOPACCESHUSI Ha JIA3EPHOM
ananu3zarope Jlacka-TM («buoMexnCucrem», PD).

Pesynbrarel n 06cy:xaenue. IlokazaHo, 4ToO ¥ MaKIUTaK-
Ccell, M JIOIETaKCeN MOAABISIOT HHAYIIMPOBAHHYIO arperaruro
TPOMOOIIUTOB, HE MHIMOMpPYs HaudalbHylo a3y akTHBaIUU
TPOMOOIIUTOB — M3MEHEHHE (OPMBI KIETOK. DT 3PdeKTs
MIPOSIBIIAIOTCS B TEPANIEBTUYECKOM JNANa3oHe ACHCTBHUS TIpe-
naparoB (0,1-20 mxr/mi). U3-3a paznuuus rugpodoOHOCTH
IpenaparoB, cXoaHbIe 3(h(HEKTHl HHrHOUPOBAHUSI JOCTHIAIOT-
¢S T030M TMakiIuTaKcena B 3—5 paza OombIeH, 4eM JOIeTaK-
cena. Jlonerakcen B 3HAYMTENILHO OOJNBIICH CTENEHW WHTH-
6upyer Tpombokcan (U46619)-uHyIMPOBaHHYIO arperaruo
(IC50 0,1-0,3 mMxr/mi), ueM arperamuio, BeI3BaHHYI0 ADP
(IC50 4—7 mkr/min). [To OTHOIICHHUIO K arperaiiy, BhI3BaHHON
TPOMOMHOM U KOJUIar€HOM, J030BbIe 3((EKThl HOCAT IpoMe-
)ytounbi xapakrep (IC50 0,9—1,3 mxr/mi).

3akJouenne. B TeparneBTHYeckoM Juana3zoHe JeHCTBUS
TAKCOMJIbl MHIMOMPYIOT WHIYLIMPOBAaHHYIO arperanuio. Bos-
MOXXHO, OCHOBHOHU 3(h(heKT MeiicTBHS TaKCOMIOB Ha TPOMOO-
LIUTHI CBSI3aH C IIOJABJICHUEM BBICBOOOIK/ICHHS TPAHYIl U HE
pea3yercsl Ha Ha4yaJIbHOM PELETITOPHOM 3BEHE.

Paboma noooepcana epanmom PODU 15-04-02438.
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POJIb TAHAEMHOW AYTOJIOTMYHOW TPAHCIIJIAHTALIUU TEMOMO3TUYECKUX
CTBOJIOBbIX KJIETOK MPU IEYEHUU MHOXECTEBEHHOW MUEJIOMbI

OIBYH «KnpoBCKui HayYHO-MCCnefoBaTENbCKAN MHCTUTYT reMaTonorum n nepenveaHua kposu» ®MBA Poccun,
610027, r. Kupos, Poccua

BeInonHeHNEe KOMITIEKCA COBPEMEHHBIX JIEUEOHBIX IOJI-
XOJIOB TIO3BOJISIET TOJIydaTh nosiHyto pemuccuto (I1P) y 50%
OONBHBIX MHOXeCTBeHHOH Muenomoit (MM). Hecmotps Ha
BHEJ[PEHHE HOBBIX JIEKAPCTBEHHBIX IIPENAPATOB B KadeCTBE
1-if u mocneayOUMX JUHUNA Tepanuu MM, TpaHCIIaHTalu-
OHHAasl aKTUBHOCTH IIPH ITOM 3a00JIEBaHWU HE CHIDKACTCSI.
BbIcokoz03HasT KOHCONMMAAINS, BKIIIOYAIONIAs OHY WIIH J[BE
ayTOJIOTUYHBIC TPAHCIUIAHTALMM TE€MONOATUYECKUX CTBO-
noBeIX kieTok (ayro-TI'CK) BriroueHa B CTaHAApT JICUCHUS
6ompHEIX MM B BO3pacTe 10 65 net (ypogenv doxasameinv-
nocmu 1).

Hean padorsl. V3yunTs pe3ynsrarsl 3p(eKTHBHOCTH 011
HOKpAaTHOHM W TaHAeMHOH (nBoitHOI) ayTo-TI'CK y GompHBIX
MM.

Marepuanbl U MeTOAbL. B uccienoBanue BKIIOUYEHbI 52
60mpHBIX MM (23 MyxunH U 29 KEHINH) B Bo3pacTe oT 33
0 63 ner (menuana Bospacta 49 net). Ilpu cragupoBanuu
(B.Durie, S.Salmon) ycranosneno: I[IA cragus y 35 (67%) na-
uuenToB, [Ib —y 7 (13%), ITA—-y 9 (17%), lIb-y 1 (2%). B
KaueCTBE MHIYKIIMOHHOM Tepanyy UCTIOIb30BAIN POTOKOJIBI
1-it uann: VAD — 16 (31%) 6ombHbIX, PAD — y 24(46%).
KonnaecTBo KypcoB Ompeaernsioch NPOTHBOOITYXOJIEBBIM OT-
BeToM (B cpenneM 3—4 kypca). [Ipu orcyrctBum IIP nmanumen-
TOB nepeBoamnu Ha tepanuto 2-if muaun: EDAP, DCEP —y

12 (23%). MoOunm3ammo reMOImo3THIECKIX CTBOJIOBBIX KJIe-
tok kpoBu (I'CKK) npoBogunu nuxinodocdamuiom B 103e
4-6 t/m> u T'-KC® B m03¢ 5 MKI/KT B CyTKH. Pexum koHau-
[IHOHNUPOBAHUS — BBICOKHE J103bI Mendamana (200 mMr/m?) +
6opre3omuo.

PesyabTarsl U 00cy:xkaeHue. Becex nmanueHToB pacnpese-
iy Ha 2 rpynmsl. B 1-1o rpynmy Bomm 22 (41%) 60nbpHBIX
(menuana Bo3pacta 50 jet), u3 HuX § My 4uH U 14 >KeHIIMH.
VY 10(45%) manueHTOB UCTIONB30BAN HHIYKITMOHHBIN IPOTO-
ko1 VAD, y 7 (32%) — PAD, y 5 (23%) — ipoToxon 2-i THHIH
EDAP. Bcem 6onbHbIM BhiTIOSHEeHa ofiHa ayTo-TT'CK. Bo 2-10
rpyminy BkirodeHs! 30 (59%) 6onpabpIx MM (Menuana Bospac-
ta 40 ner), u3 HuX 15 MyxunH u 15 sxeHmuH. HIYKINOHHBIH
nporokos VAD nmpumenunu y 6 (20%) nauuentos, PAD —y
17 (57%), y 7 (23%) — pexxum 2-it muann DCEP. Beem 60ib-
HBIM 2-§ TPYMIBI BEIMONHEHa TaHAemHas ayTto-TI'CK. O6-
mas S-netHsAs BeDkUBaeMocTh (OB) maruenToB 1-if rpymnms
cocraBmia 77%, menuana OB 44,3 mec, menmana Oe3peru-
nuBHOU BeDKHBaeMocTH (BPB) — 36,4 mec. Y GonmbHBIX 2-i
rpymnnsl 5-netHsas OB cocraBuna 93%, mequana OB u BPB y
OOJIBHBIX 3TOH IPYIIIBI HE IOCTUTHYTA.

3akmiouenne. Tanmemuas ayTto-TI'CK oGmamaer co0-
CTBEHHBIM TEPAINeBTUUECKUM TOTECHIMAIOM M MOXET YIIyd-
[IUTH PE3YJbTaThI JICUCHNsI 00TbHBIX MM.

JopoxuHa E.N., Maromeposa A.Y.,, Kynnkos C.M., KpemeHeLkas A.M., Bopobbes A.W., KpaBueHko C.K.

OTAANEHHDIE PE3YJIbTATbl BbICOKOAO3HON XMMUOTEPANUN
BOJIbHbIX ANOOY3HON B-KPYMHOKNETOYHON TIMM®OMOW
no Moagu®LUNPOBAHHOI MPOrPAMME NHL-BFM-90

OIBY «femaTonornyeckuin Hay4yHblin LeHTp» Munsgpasa Poccuu, 125167, r. Mocksa, Poccus

Heab padorsl. OLieHKa OTJAJIEHHBIX PE3YJIbTATOB U Kaue-
CTBA )KM3HU OONBHBIX AU Py3HOH B-KpynHOKIETOUHOH THM-
¢domoii (B-KKJI) B oTAaicHHOM HEPHOAE IOCIE BBICOKOIO-
3noi xumuorepanuu (BXT) nmo nporpamme mNHL-BFM-90.

Marepuaasl 1 MeToabl. [IpoaHam3upoBaHbl OTHAICH-
HBIE PE3yJbTaThl TEPalud M KadyecTBO KHU3HU 40 OONBHBIX
muddysnoii B-KKJI ¢ npusHakamu HeOIaromnpusTHOro mpo-
rHO3a, npoJieueHHbIX 1o nporpamme mNHL-BFM-90 B 'HI|
B iepuon ¢ 2002 o 2009 ., meauana Bo3pacta 57 net. [ pymmy
CpaBHEHUS COCTABUIIM 19 MAlMEHTOB, MOTYYUBIINX TEPAITHIO
o iporpamme CHOP/R-CHOP 8 T'HII B ToT ke TIepuozm, Me-
nuaHa Bodpacta 70 nmeT. MeanaHa cpoka HaONIONSHHMSI ITOCe
OKOHUaHMs jedeHus 6 ner. McciaenoBanue KauecTBa KU3HU
OCHOBHOW ¥ TPYHITBI CPAaBHEHHSI IPOBOIMIIN C UCTIOIb30BaHHU-
eM onpocHUKOB EQ-5D (EuroQoL Group) u FACT-Lym.

Pesyabrarel n o0cy:xaenue. Ha MOMEHT Havana uccie-
nmoBaHuUs B 2014 1. 3 86 OONBHBIX, IPOJICYCHHBIX IO IIPOTPaM-
mMe mMNHL-BFM-90 ¢ 2002 o 2009 r., ymepnu 30 O0IbHBIX:
OT Pa3HBIX OCJIOXKHEHUH BO BpeMs jieueHus — 4 (4,6%), ot pe-
LUIMBA U TIporpeccuu 3abomneBanus — 24 (20,6%), oT apyrux
HECBS3aHHBIX ¢ 3aboneBanneM npuanH — 2 (1,7%) GOIBHBIX.

OOmast 13-;meTHssT BBDKMBAaEMOCTb OOJBHBIX AU QY3-
Hoit B-KKJI ¢ HeOmaronpusaTHIM MPOTHO30M Ha MPOTpaMMe
mNHL-BFM-90 cocraBuna 64%, Ge3peunanBHas — 82%.
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Bcero penuausos Hadmoganocs 10 (11,6%), u3 Hux y 3 6071b-
HBIX PEIMIUB pa3BWICA B T€UCHHE | roja mocie OKOHYaHHS
Tepanud, y 4 —B cpok oT 1 10 3 net, y 3 — B cpok oT 5 10 7 et
MOCJIE 3aBEPILCHUS] XUMUOTEPAInH.

ITo pe3ympraTaM TECTHPOBAHUS MAIIEHTOB TI0 OMIPOCHUKY
EQ-5D u FACT-Lym, He BBISIBIEHO 3HAYUMBIX PA3JIMIUH B Ka-
YecTBE JKM3HU, (PU3NYECKOM, dIMOIMOHAIBHOM, COIMAIEHOM
(yHKIMOHUpOBaHUH Y O0NBHBIX, epeHecux BXT mNHL-
BFM-90 u tepanro CHOP/R-CHOP B oTmajeHHOM HEpUOIe
HaOJIONICHNH, a TaKk)Ke HE MOKa3aHO 3HAYMMBIX Pa3IMYMi IO
JTUHAMUKE COITYTCTBYIONINX XPOHMUESCKUX 3a00IeBaHUN MEXK-
Iy 9THMHU Tpynnamu 0ombHBIX. He oTMedeHo pa3BUTHS BTO-
PHUYHBIX OITyXo0Jiel y OOJBHBIX B OTAAJIEHHOM MEpUO/IE TOce
oxonvanust BXT (0 — nociie mNHL-BFM-90 niporus 3(16%)
npu CHOP/R-CHOP; p = 0,009).

3akmouenne. OOmniass 13-1eTHSST BEDKUBACMOCTH OOJTb-
HeIX auddysHoit B-KKJI ¢ HeOnarompusaTHeIM IPOTHO30M Ha
nporpamme mMNHL-BFM-90 cocraBuna 64%, Oe3pennauB-
Hast — 82%. IToka3zaHO OTCYTCTBHE 3HAYMMBIX Pa3IUUUil B Ka-
YEeCTBE JKU3HU, (PU3NIECKOM, SMOIIMOHAIEHOM, COIMATHHOM
(yHKIMOHNpOBaHNH y O60nbHBIX, nepeHecmux BXT mNHL-
BFM-90 u teparuto CHOP/ R-CHOP B otnanennom neprose
HaOmroneHni. He oTMeueHO pa3BUTHS BTOPHYHBIX OITyXOJEH
y OONBHBIX B OT/AJICHHOM Tieproae nocie okoHuanus BXT.
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IpowHesa E.[., Moop 10.B., Xanb30B K.B.

OPrAHU3ALUUNA PABOTbI IABOPATOPUA UMMYHOJIOTMYECKOI'O
TUNUPOBAHUA TKAHEW NO CO3AAHUIO PETUCTPA JOHOPOB
FEMOMO3TUYECKUX CTBOJIOBbIX KJIETOK

I'BY3 HCO «HoBOCUOMPCKMI KNMHNYECKUIA LEHTP KpoBU», 630054, r. HoBocmburpck, Poccus

TpchnnaHTauml T'CMOIIO3TUYCCKUX CTBOJIOBBIX KJICTOK
(IF'CK)-3(hhexTHBHBIN METO JIEYCHUS MHOTHX T'€MaTOJIOTH-
YECKHX, OHKOTEMAaTOJIOINIE€CKUX 1 Ay TOMMMYHHBIX 3a00J1eBa-
Hull. biaronpusaTHel IPOrHO3 TPAHCILIAHTALMM HAIPSAMYIO
3aBUCHT OT MaKCHMAJIBHOTO (DEHOTHITMUYECKOTO CXOJCTBA
JOHOPa M PELUINNEHTA 110 aHTUI€HaM TKAHEBOH COBMECTH-
moctu. Onpenenenne u yuyer HLA-penotuna npu mogdoope
HEPOACTBEHHOTO JIOHOpa JUIS TPOLEAYpPhl TPAaHCILIAHTAluN
nprobpeTaeT 0coOyr0 aKTyalbHOCTh, TaK KaK BEPOSITHOCTH
noadopa HIACHTUYHOTO HEPOACTBEHHOTO JOHOpa C pac-
MIPOCTpaHEHHBIM codeTanneM HLA-aHTHUTeHOB cocTaBiser
1:20 THIC., a ¢ peakum — 1:10 muH.

Leab padoThI — poaHaIn3upoBaTh HEOOXOAUMOCTh CO3-
JIaHUSI PETHCTPOB B PETrHOHaX M 3(pdeKTHBHOCTL pabOTHI J1a-
60opaTopuy IMMYHOJIOTUYECKOTO THITUPOBAHMS.

Marepuansl U MeToabl. [IpoaHan3upoBaHbl aHKETHI U
pe3yabTaThl MCCIEIOBAaHUK MOTEHIMAIBHBIX JOHOPOB, IaB-
mux cornacue Ha noHopcTBo ['CK.

Pe3yabrathl n o6cyxnenne. Peructp noropos 'CK —»st10
6a3a JaHHBIX ¢ HH(OpMAIHEH 0 MOTEeHIINATLHBIX HEPOICTBEH-
HBIX U POACTBEHHBIX MoHOpax u nx HLA-¢penotume. Mcxons
U3 4aCTOThI BCTpedaeMocTH pa3nuuHbix HLA-anTurenos, aus
3¢ PEKTUBHOTO TTOMCKA HEPOJCTBEHHOTO JOHOPA HEOOXOIMMO
HMMETh COTHHM THICSIY MIPEABAPUTEIHHO 00CIETO0BAHHBIX JOHO-
pos. HKIIK Hauan pa®oTy 1o CO3MaHUIO PErucTpa JOHOPOB
I'CK B Hauane 2015 r. [Ipu 3akitoueHUH COIMIALIEHUS C JOHO-
poM cobmromaroTess 3 OCHOBHBIX MPHHITUIIA JOHOPCTBA KOCT-

HOTO MO3ra, yTBep:kJIeHHbIX BO3: aHOHUMHOCTB, cornacue,
6e3B03Me3THOCTh. OCHOBY pErMCTpa COCTaBIISIIOT KaJlpOBBIC
JIOHOPBI U JTOHOPBI, UMEIOIINE OoJiee TpeX JOHAIWH KPOBU
B Bo3pacte 25-50 JeT mpeuMyIECTBEHHO MY>KCKOTO ITOja.
BceM moTeHIUManbHBIM JIOHOpAM MPOBOAAT MOJNEKYISPHO-
O6monornueckoe uccnenoBanue mo joxycam HLA-A, HLA-B,
HLA-C, HLA-DRBI1 metogom SSO, SSP. 3a ron cymiecTBo-
BaHMs perucrpa obcienoBansl 408 yenosek, n3 Hux 200 —
MetonoM SBT (uccnemoBanme mpoBonmiocs Ha 6aze Kupos-
ckoro HMU remaronoruu W mepenuBanus KpoBw). B xome
MPOBEICHHBIX HCCIEOBAaHUN BBISBICHO /1BA HOBBIX aJlIENs,
paHee He 3aperHuCTPUPOBAHHbIE MEXTyHapoaHbIM KoMuTeTom
o HoMmeHkiarype ¢paxropoB HLA-cuctemsr BO3. Cornarie-
Hue noamucano eme ¢ 501 qoropom. Ha ocHoBaHWHU paOOTHI
nmaboparopuu o moxbopy noHopoB I'CK BEITOTHEHO TATH
ponctBeHHbix Tpanciutantauii ['CK u/wmm kocTHOro mMosra
JIETSIM, CTPa/IAloIlIM OHKOT€MAaTOJIOTHYECKIMH 3a00J1eBaHH-
smu. Bo Bcex cimydasx mogdop TOHOpa oKa3aucs adCONIOTHO
TOYHBIM, ONEPALMHU MPOIUIN YCIEIIHO.

3akuarouenne. Ha 6aze HKIIK co3nana coBpemenHast Jia-
6oparopusi UMMYHOJIOTHYECKOTO TUIIMPOBAHUS TKaHEH, Ona-
rogapst uemy LlenTp kpoBu cran yuactHukoM HarmonainbHoro
peructpa nonopos I'CK. C nenbto yBenuueHus TeHETHYECKO-
TO pa3HOOOpa3Msi POCCHICKOTO IOHOPCKOTO pecypca HeoOxXo-
JIUMO ¥ JIaNblie PaclIUpATh Myd MOTEHIHMAIbHBIX JOHOPOB
I'CK, 4T0 mo3BOIUT CAENATh JOCTYyNHEE MOUCK HEPOACTBEH-
Horo goHopa I'CK mis poccHiickux manueHToB.

Eropoga E.K., MenuksaH AJ1.,, Cybopuea U.H., TunasutauHosa E.A., KoBpurrHa A.M.

MYNbTULEHTPUYECKAA BOJNIE3Hb KACTJIEMAHA ACCOLMNPOBAHHAA
C IGG4-CBA3AHHOW JINM®AAEHOMNATUEN

OIBY «femaToNOrMyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

IgG4-cBszannas mmmdanenonarus (IgG4-CJIAIT) nanbo-
nee pacripoctpaneHHas Gopma [gG4-cBsi3aHHOTO CHCTEMHOTO
3a00yieBaHus, JEMOHCTPUPYET CXOXKYI0 ¢ Oonesnbto Kactie-
MaHa MOP(OIOTHUECKYIO KapTHHY, OTHAKO UMEET OTIHYHS B
KIIMHNYECKOM TEYCHHUH.

Iesn padoTsl. OxapakTepr30BaTh 0COOCHHOCTH KIIMHU-
YeCKOTO TeUESHUs MyJIbTHIIEHTpHUYecKkoi Oone3nn Kactiiemana
accorupoBanHoi ¢ [gG4-CJIIAIL

Marepuansl U Metoabl. KimHnko-naboparopHbie jaH-
HbIe 76 OoNBHBIX Oone3Hpro KacTiemana. MynabsTUIICHTpHYC-
ckas 6one3np Kactinemana (MBK) 6puta muarHoctupoBana y
21 (27,6%) naunenta. IMMyHOTHCTOXUMHUYECKOE HCCIIEIO-
BaHME TOPAKEHHBIX JIMM(PATHUECKUX Y3JIOB C aHTHTEIaMU K
IgG u 1gG4 ¢ ompenenennem cootHomenus 1gG4/IgG Oputo
BBITTOTHEHO Y 18 GonmbHBIX, U3 HUX Y 5 (27,8%) ObUTO BBISB-
JeHo yBenndenue ynciia [gG4-no3nTHBHBIX TIa3MaTHYECKUX
kieTok B 10 cTaHOapTHBIX TOMSX 3PEHUS M COOTHOIICHUS
IgG4/1gG, xoTopoe cocraBuiio doee 40%.

Pesynbrarel u obcyxaenune. Ilogsapuant MBK acco-
nuupoBanHO# ¢ 1gG4-CJIAII ObT qHAarHOCTUPOBAaH HAMHU Y
5 (23,8%) OonbHbIX. Bece 3aboneBmme MyxuuHbl. MennuaHa
Bo3pacra 33 rona (pa3zdpoc ot 15 xer mo 51 roma). 3aciryxuBa-
€T MHTEpEeC BO3pacT MOsBICHUS 001e3HN: 2 OONBHBIX CTapIIe
50 net, 3 — mosoxe 30 set. 3a00eBaHIE MPOTEKAECT BOIHOO-

Opas3Ho ¢ meproJaMu 00OCTPEHUH M CTaOMIN3anuy MpoLec-
ca, CONPOBOXK/IACTCS B MOJIOBHHE CilydaeB B-cummtomamu, B
100% renarocniaeHOMEeraauei 1 AByCTOPOHHUM MOPaKCHUEM
opOuT, MOXET Ie0I0TUPOBaTh C AyTOMMMYHHOH Te€MOJUTH-
YeCKOW aHeMHHM U MMMYHHOH TPOMOOIMTONEHUH, YTO HEeXa-
pakTepHO A1 GONBHBIX ¢ u3oiaMpoBaHHON [gG4-cBsI3aHHON
muMbpaneHonarued. [TomMuMo >03MHOGUINKM U yBEITHMUYECHUS
cozepykaHus B CBIBOpOTKe KpoBH IgG, [gG4 u IgE, nmeromux-
cs y 6onpHBIX ¢ m3onmupoBaHHOH 1gG4-CJIATLL y manueHToB
C MyYJIBTHIIEHTpHUECKOH Oone3Hpio Kacmiemana accomuupo-
BaHHOH ¢ [gG4-cBsi3aHHON MTUMQaneHOnaTHel BBISIBISIOTCS:
YCKOPEHHE CKOPOCTH OCEHaHMs IPUTPOIMTOB, THIEPIPOTE-
MHEMHUs, YBEJIMYEHUE AKTUBHOCTH JAKTATIETUAPOTeHa3bl U
KOHIIEHTPAlMM LUPKYIUPYIONINX HMMYHHBIX KOMIUIEKCOB,
NoBbIIIeHUE KOHIeHTpauu [gA n/wm IgG, co cHmkeHnem
YpOBHSI HOpMaJIbHOTO IgM, BO3MOXKHO HalIM4He CIEJOBOM
MOHOKJIOHAJIbHOH CEKpeInu.

3akJrouenne. JleranbHoe M3yueHHE 5 CIIydaeB MYJIbTHU-
HeHTpuueckoi Oose3nn KacriemaHa ¢ TUIa3MOKIICTOYHOM
Mmopdornorueit 1 coornomenueM 1gG4/1gG >40% no3Bosmio
HaM BBIACTUTh U OXapaKTePH30BaTh OCOOCHHOCTH KIMHHUYE-
CKOTO TEYEHUsI MMTOJBAPHAHTA MYJIBTHUIIEHTPHUECKOW OOJIe3HH
Kactnemana, accormuupoBanHoii ¢ [gG4-cBszanHoi mumMpane-
HONaTuex.
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KepHakosa A.A., MapTbiHkeBuy U.C., LLlysaes B.A., MonywknHa J1.6., ®omuHbix M.C.,
Ypanbesa B.10., 3otoBa V.., LLinx6abaesa [.W., Abgynkagbipos K.M.

MOJEKYNAPHO-TEHETUMECKUA GEHOTUN
M OCOBEHHOCTU TEYEHUA 3CCEHUUANIbHOWU TPOMBOLIUTEMUN

OIBY «Poccuinckinin Hay4Ho-nccnefoBaTelbCKUn UHCTUTYT rematonorum n tpaHcdysuonorumn» ®MBA Poccuu,
193024, r. CankT-lNeTepbypr, Poccun

BbIsiBIIeHHE KOHKPETHOTO MOJIEKYISIPHO-TEHETHIECKOTO
Mapkepa KioHanbHOCTH npu DT siBIsieTcst IPEANKTOPOM He-
0JIaronpUsATHOr0/0IArONPUATHOTO TCUCHHSI 3a00ICBaHUSI.

Heab padorsl. OnpenenuTs B3aUMOCBI3b MOJIEKYISPHO-
TEHETUYECKUX MAPKEPOB C KIMHMYECKHMH NPOSIBICHUSIMU H
nporao3om OT.

Marepuaasl U Meroasl. [lo xputepussm BO3 (2008)
aHajau3upoBanu naHHeie 150 manueHToB ¢ auarHozom OT
(40 my>xumn n 110 sxennun) B Bo3pacte 19-82 net (Meanana
BO3pacTa Ha MOMEHT IMarHOCTHKH 56 JieT); MeanaHa HalIo-
nenus 2,4 roga (1 mec—14 net). nadbmonasmuxcs B PocHU-
UI'T. OnenuBaiivi 3HaUUMOCTh Pa3IUYMNA MO TMOKA3aTeIsIM:
BO3pacT, COOTHOIIECHHE MO IOy, IMOKa3aTeIH KINHUIECKOTO
aHalM3a KPOBH, HAIW4YHME CYOBEKTUBHBIX CHMIITOMOB (CIa-
00CTb, TOJIOBHBIE OOJIM 1 TOJIOBOKPYKEHUS, OOJIM B CyCTaBax,
CHUMITTOMbI MHTOKCHUKAIIMU, SPUTPOMEJIAITHHN), CIICHOMETa-
JIMH, YaCTOTa U BAPUAHTHI TPOMOOTEMOPPArHYECKUX OCIIOXK-
HeHuil. [lpoaHanu3upoBaHBl M CONOCTABJICHBI ITIOKAa3aTelH
oxpaaeMon obriei BepkuBaeMoctd (OB) manueHToB-HOCH-
Tesiell pa3IuYHBIX MapkepoB. CTaTHCTHYECKYHO 3HAYMMOCTh
paznuumii oneHuBany ¢ nomonibio Merona ANOVA Kruskal—
Wallis u kputepus x> ¢ nonpaskoil Merca (crarucTuyeckas
3HaYUMOCTD TipH p < 0,05).

Pesyabrarel u o0cyxkaenue. Ilo MomexynspHO-reHe-
Tnaeckomy  Qerorumy: JAK2-momoxwurenbHbni  (JAK2Y)
y 115 (76,7%) GonpubX, MPL-nonoxutensusii (MPLY) —
y 1(0,7%), CALR-nonoxurensusiit (CALRY) —y 14 (9,3%),

orcyrctBue Beex Tpex myramuit (TN) —y 20 (13,3%). Ilpn
CpaBHEGHHUM TIOKa3aTelell KIMHWYECKOro aHanm3a KpPOBH Ha
MOMEHT JIMarHOCTUKH —CTaTUCTHUECKH 3HAYMMO 00JIee BBICO-
Kasi KoHneHTpauus Tpomboruros npu CALR' B cpaBHeHHn ¢
MaMeHTaMH-HOCHTEISIMU Apyrux Mapkepos (p = 0,03), oT-
JUYMS TI0 JIPYTHM IapamMeTpaM aHajlu3a KpoBH HE3HAYMMBbI
(p = 0,2). YacroTa BBISBICHHS CIUICHOMETAJIHU BO BCEX ITO[-
rpymax 3Ha9uMo He pasnmyanacs (p = 0,8). IIpu omenxe oc-
HOBHBIX CHMITOMOB 3a00JieBaHUsI — OoJiee BBICOKAsl 4acToTa
ux Bcrpeyaemoctu 'y JAK2 -mauuentoB. Yacrora BcTpevae-
Moctu cumnToMoB Mexkay CALR u TN manmenTamMu 3Ha4H-
Mo He pasnuuanack (p > 0,05). Yacrora Tpom6030B: JAK2" —
48,6%; CALR+ — 14,2%; TN — 30%. YacTtoTa reMopparuii:
CALR" —21,4%, JAK2* — 6,9%. OO011ast BEDKHBaeMOCTb J[0-
ctoBepHo JuuHHee npu CALR”, B cpaBHenuu ¢ JAK2* u TN:
nporHo3 npu JAK2" 3Haunmo yxyawasncs nocie 10 ner, npu
TN B guamazone 2—4 set (p = 0,019).

3akaouenue. Myranua V617F B rene JAK2
compsbkeHa ¢ Oosee BBICOKOW YacTOTOW BCTPEYAEMOCTH
U CHEKTPOM CHMIITOMOB, BBICOKHMM PHCKOM U YacCTOTOH
TpoMOoreMopparuieckux  ocjioxHeHuil.  HocurenbcTBo
myTtanuii B reie CALR — TPOTHOCTUYECKH OJarorpHsTHOE
COOBITHE: CHW)KCHHE pHUCKa M YacTOThl TPOMOOTHUYECKHX
OCIJIOXHEHUH, MEHEE BBIPAYKEHHAs CUMITOMATHKa, HECMOTPS
Ha Oomee BbICOKOE conepkaHue TpomOormroB. OB mpu
CALR* cTarucTH4ecKky 3Ha4MMO BbITIE B cpaBHeHNH ¢ JAK2*
u TN.

3axaposa H.B., Nogonnenosa H.A., lemnHa U.A., Kymckosa M.A., Bacunbes C.A., lNaHTenees M.A.

AKTUBALIUA ®AKTOPA X1l HA MTOBEPXHOCTU TPOMBOLIUTOB
N EFO UHTMBUPOBAHWE TPOMBOLIUTAPHBbIM CEKPETOM

OIBY «®efepanbHblil HAYYHO-KNMUHNYECKINIA LIeHTPA JETCKOM reMaToNor, OHKOMOTMU U UMMYHOSTOTUW M.
Omuntpua PorayeBa» MuH3gpasa Poccuu, 117997, r. Mocksa, Poccusa

®akrop XII (OXII), kar04eBOI KOMIIOHEHT KOHTAKTHOTO
IIyTH CBEPTHIBAHHS, HTPACT CYIIECTBEHHYIO POJIb B (hOpMHPO-
BaHUH apTEpUATBbHBIX TPOMOO30B: €r0 HHIMOMPOBAaHHUE CYIIle-
CTBEHHO CHIDKAET PHUCK apTepHaIbHBIX TPOMOO30B y MbIIIEH
u npuMaroB 0e3 BIMsSHMA Ha remocTa3. OnHaKO MEXaHU3M
aktuBanun OXII mpu TpomOo3ax OcTaeTcss HEHM3BECTHBIM.
Cunraercsi, YTO CEKPUTPOBAHHBIE TPOMOOIIMTAMH TOJIU(OC-
¢arter (monmu-P) sBisroTcs Hanboee BEPOSTHBIMH (PH3HOIIO-
rudyeckumu aktuBaropamu OXII. Tem He MeHee, OTAEIbHBIE
WCCIIEJIOBAHUS ONPOBEPTaloT, KaK (PU3HUOIOTHUECKYIO 3HAYH-
MOCTh TOJM-P B 9aCTHOCTH, TaK M 3aBUCHMOCTb aKTHBALUH
OXII oT TPOMOOIUTOB B IIETIOM.

Llean padoThI — BBISICHEHHE POJIM TPOMOOIIMTOB B aKTHBA-
uun ©XII u BeIsIBICHNE HAanOOJIee CYIMECTBCHHBIX IS aKTH-
Baiu OXII TpoMOOIIUTAPHBIX KOMITOHEHTOB.

Marepuajabl 1 MeTOAbl. MBI UCTIOJIB30BaJIN Pa3HbIE CHO-
co0rI cTumyrsanuu TpomOonuToB (ADP, Tpom6OuH, A23187 n
KOJUTar€HIOMOOHBIN MENTH/T) U UCCIIETOBAIN aKTUBAILIHIO J10-
6asnennoro ®XII B peakuuu ¢ XpOMOTEHHBIM CyOCTpaTOM
S2302. AKTUBHpPOBaHHBIE TPOMOOIUTHI OTAETISUIN OT CEKpeTa
1 00pa30BABIINXCSI MUKPOUACTHII, YTOOBI BEISICHUTH BKJIAJ B
axtuBanuo OXII kaxka0ro n3 ITUX KOMIOHEHTOB.

Pesysabrarsl M o00cy:kaeHue. BBIIBIEHO, YTO TOJBKO
CWIIBHO CcTUMYJHpoBaHHble (ocharunmicepu-(PC-) no-
JIO)KUTEIbHBIE TPOMOOUMTHI crocoOHb! K aktuBarun OXII.
Hambonee cymectBenHbM 1iis akTuBanun OXII komMmoHeH-
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TOM OKa3aJjiach IOBEPXHOCTh aKTHBUPOBAHHBIX TPOMOOIINTOB.
OTMBITBIE OT CEKpeTa CHIBHO CTUMYIHPOBAHHBIC TPOMOOIIH-
THI CYIIECTBEHHO YCKODPSUIH CBEPTHIBAHUE PEKATIBIU(DUITUPO-
BaHHOM IUIa3Mbl, YyBCTBUTENBHO K MHIHONTOPY DXIla KTH.
TpomOomnHTapHEII cekpeT (comep)Kaluii KpoMe IIPOYEro
nonu-P) He TONBEKO He BHOCHII BKJIaJa B CyMMapHyI0 TpoMOo-
nutapuyro aktuBanuio OXII, HO maxke HHTUOMpOBaN NOOaB-
nernbrit @Xlla. DxcriepuMeHTaTBbHO OBUIO YCTAHOBIICHO, UTO
9TO MHTHOMpoBaHue (MO KpaiHel Mepe, OT YacTH) CBSA3aHO C
cekperupoBanueM Cl-uHruoOuropa. beuto ycraHoBieHo, 4TO
axtuBanus OXII Ha MOBEPXHOCTH TPOMOOIIMTOB HE CBS3aHA
¢ ®C. MerosoM KOH(OKAILHOH MHKPOCKOMHH OBUIO IOJ-
TBEPKAEHO, YTO MONHU-P He ynep:KuBaroTCs Ha MOBEPXHOCTH
AKTHBUPOBAHHBIX TpoMOOUMTOB. OnHAKO OBLIO BBISABICHO,
YTO OTMBITBIE OT CEKpeTa TPOMOOIMTHI 5 MAIMEHTOB C Ha-
pYIIEHHOH cekpenyeld anbga-rpanyi1 (CHHIPOMOM CEpbIX
TpoMOOIMTOB) He crocoOHbI akTHBHpoBaTh OXII maxe mpu
UX CYIIECTBEHHON CTUMYIALINH.

3akirouenne. CriibHasi CTUMYJISIIUSL TPOMOOIIMTOB U T10-
SIBICHUE HAa WX TOBEPXHOCTH MEMOpPaHO-aCCOLMUPOBAHHBIX
KOMITOHEHTOB ajib(a-rpaHyi SIBISIFOTCS HEOOXOTMMBIMHU YC-
noBusiMA Jutst TpomOoumTapHoit aktuBammu DXII. Cekper
TPOMOOIMTOB, HE CMOTPsI HA HAaJIW4YKMEe B HEM nonu-P, mposs-
asier uHruoupyrommii a3gpdexr B orHomennn OXlla u rakum
00pa3oM HE MOXET pacCcMaTpUBATHCs KakK (PU3HMOJIIOTHUYECKH
3HAUUMBIH aKTUBATOP KOHTAKTHOTO ITyTH.
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MEPBbIA ONbIT MPUMEHEHUA PEXXUMA RB Y BOJIbHbIX MALT JINM®OMOW

OIBY «femaTonoOrMyecknin HayuHbI LleHTp» Munsgpasa Poccun, 125167, r. MockBsa, Poccua

MALT (Myko30accolipoBaHHast JTUM(paTHIeckas TKaHb) —
muM@pomMa — TeTeporeHHoe 3a00JeBaHne, OTINYAIOIINECS T10
KJIIMHUYECKOMY TEUEHHUIO U OTBETY Ha Tepanuio. Pexxum RB
BBICOKOO(QEeKTUBEH B JieueHHH 00bHBIX MALT-mumdomoii:
obmwmii orBer nocruraer 100%, a 4-netnsst obmas (OB) u
6eccobprTuitnas BepKuBaeMocTh (BCB) 96 u 88% cootset-
cTBeHHO. OJTHAKO TAaKTHKa JICYCHUs] B 3aBUCHMOCTH OT JIOKa-
JM3aLUK B HACTOSIIEE BpEMs HE OIpe/ieiieHa.

Heas padorbl. OueHNTh 3()h(HEKTUBHOCTE U MEPEHOCH-
MocTh pexkuma RB B Tepanuun nannentos ¢ MALT-mumdomoit
Pa3INYHBIX JIOKAJTU3ALHUI.

Matepuanabl 1 MmeToasl. C utons 2011 mo mapt 2016 T B
OI'bY I'HI Munsapasa PO neuenne no nporpamme RB mo-
aydann 9 6osnpHBIX MALT-mumdomoit (8 »xenmuH u 1 Myx-
4yiHA) B Bo3pacte oT 38 mo 78 meT; cpemHuit Bo3pacT 65 mer,
U3 HUX 7 B KadecTBe |-if TMHUM Tepanuu, 2 — B peliuIuBe 3a-
GosieBaHUs OCIIE JIy4eBOM M XUMHOTepanuu. B rpymy Obim
BKJTFOUCHBI [TAIIMEHTHI C TIOPAKEHUEM JKEITy/IKa — 3, JISTKHX — 2,
opoUTHI — 2, 000JIOYCK CIIMHHOTO MO3ra ¢ BOBJICUCHHEM Ia-
paBepTeOpabHBIX TKAaHEH M IUIEBPHl — 1, MyJIbTH(OKAIBEHOE
TopakeHUe (CIIFOHHAS JKele3a, CUTMOBHU/IHAS KHIIIKA, O4aro-
BO€ MopakeHue jerkux) — 1. [lopaxkeHne KOCTHOTO MO3Ta BbI-
SIBISUIOCH Y 3 manueHToB. Y 3 GONBHBIX ONpeelisuiach MOHO-
KIIOHaJIbHAS ceKkperus mapanporenna: y 2 — [gMk, y 1 —IgGA.

Craauu o Ann Arbor: [-I1IE — y 6 6onbHbIX, [V —y 3. Kypc
RB npoBoamin kaxxapie 28 THEH B CISAYIOMMX 03aX: OCHIa-
myctuH 90 Mr/m?* 1-2-it nau, putykcumad 375 mr/m? B 0 1eHb.

PesyabTarhl. CeMepo MalMeHTOB B HACTOSAIIEE BpeMs 3a-
KOHYMJIM JIeYeHHUe, UM OBLIO IpoBesieHO oT 4 110 6 Kypcos RB.
OOmmit oTBeT OBUT MONTy4YeH y Bcex manueHtoB. Y 5 (71%)
MalMeHToB OblIa JIOCTUTHYTa NOJIHAs pemuccus. Makcu-
MaJIbHO 3(EKT ObLI MoTy4eH y OONBHBIX C TOPaKEHUEM HKe-
Jy[Ka: TIOJIHAasi TUCTOJIOTUYECKasi M MOJIEKYIIAPHAS PEMHUCCHUS
nocie 2 KypcoB. VM ObUIO JIOMOJHUTENBHO MPOBEICHO eIle
2 KOHCOJIMIMPYIOIIMX Kypca. Y 3 ManueHTOB (IIOpaKeHUe
OpOHTEL, JIETKOTO) TIOcie 4 KypcoB ObliIa TOCTUTHYTA YacTH-
Hast pemuccusi. Vim Obuto mpoBeneHo emie 2 kypca. Yacruu-
Hasl peMUCCHsI JOCTHIHYTa y 2 manueHTtoB (y 1 — Hakorure-
HHE KOHTPACTHOTO Mperapara B OCTATOYHOM OOpa30BaHMH,
y 2 — coxpansiercst cekperus [gGL). Cpenauii cpok HaOo/Ie-
Hust 12 mec (4-52). I'emaronornyeckasi TOKCHYHOCTh HE TIpe-
BBIIIANA 2-F0 CTEMEHb. TSDKENMbIX MH(PEKIMOHHBIX OCIIOXKHE-
HUI Ha (OHE JIeUeHUsI He OBLIO.

3akmiodenne. Tepanus no nporpamMMe RB saBnsiercs BbI-
cokoadexruBHO (00mmit orBer 100%) M HETOKCHYHBIM
quist tedernss MALT-mumdom. Jlyummii pesynbrar nosiydeH y
OOJIBHBIX C MOpa)KeHUEM JKelyaKa. /sl OLEeHKH OTJalCHHBIX
PE3yNBTaTOB HEOOXOIUM OOJBIIHI CPOK HAOMIOTCHHUS.

3o3yna HW.', Metpos B.l0.2, MamaeB A.H.3, AHgpeeBa T.A.%, NaBblgkuH U.J1.°,
MepwuHa ®.I.5, Kynukos C.M.", MapoBryHmkoBa E.H.’

KINUHNYECKUW CTATYC NALIMEHTOB C UHTUBUTOPHOIN ®OPMON
FEMO®UIUU: BAHHbIE POCCUACKOIO MYJIbTULLIEHTPOBOIO
HABJIIOAATEJIbHOIO SNMUMAEMNONOIMYECKOIO MCCNEAOBAHIUA

'®OIBY «femaTonornyeckmin HayyHbln LueHTp» Munsgpasa Poccun, 125167, r. Mocksa, Poccus; 2IBY3 «Mopo3oBckasn

[leTCcKasA ropoackan KNMHnyeckan 6onbHuUa» enaptameHTa 3apaBooxpaHermns Mockebl, 119490, r. MockBa, Poccus;

*AnTtanckuin dunman OIBY «femaTonornyeckuii HayuHbln LeHTp» MuHsapasa Poccuu, 1. BapHayn; “Topoackon LeHTp

no nevenHuto remodunuu, r. Cankt-Netepbypr; *HAW rematonorum, TpaHcdy3nonornm U UHTEHCUBHON Tepanuu,
r. Camapa; *0ObnacTHas geTckas KnnHmyeckasa bonbHuua No1, r. EkatepurHbypr

®opMupoBaHHE HMHTMOMTOPOB y MAIMEHTOB C Hacies-
CTBEHHOH reMo(pWINel BBI3bIBACT NPHCTAILHOE BHUMAaHUE
kmuHANACTOB. B Poccun ¢ utons 2014 . nmpodeccnonanbHbIe
acconmanuu Bpadei-remaroioros HI'O u HOJII'O npoBoasT
MHOToJIeTHEE HaOJII01aTeNIbHOE 3IUIEMHOJIOIHYeCKOe Hccile-
JIOBaHHUE C LENBI0 PETUCTPALUH U KOHTPOJIS COCTOSIHUS Malln-
€HTOB C HHTUOUTOPHOHN reMopuIneit.

Leas padorsl. OnpenenceHue KIMHUYECKOH XapaKTepu-
CTHKH NAIIHEHTOB, BKIIFOYCHHBIX B PETUCTP K JAekadpro 2015 1.

MarepuaJjbl 1 MeTOAbI. B co3nannu u mognepxaHuy Ha-
0JIF0/1aTEIBHOTO PeruCTpa y4acTBYIOT remarosiors u3 51 Je-
yeOHoro yupexxaerus PO. 1o cocTosamro Ha nexadps 2015 T
BKJIFOYEHO 196 maieHToB ¢ MHrHOUTOpHOI opmoi remodu-
muu. Vcrionb3yercst pyTHHHAS IPAKTUKA JICYCHHs] U HaOIro1e-
HUSI 32 TTALMECHTaMH.

Pe3yabTaThl U 00cy:xkaeHue. 13 Bcex 3aperucTpupoBaH-
HeIX nanmeHtoB 177 (90%) c Tsokenol dopmoii 3abornea-
aHus (FVIIL < 1%), 14 (7%) — co cpennersuxenoit (FVIIL > 1
u < 5%) u 5 (3%) — ¢ nerxoii popmoit (FVIIL > 5%). Unru-
OUTOPBI B BEICOKOM TUTpE BBISIBIICHBI Y 88 (45%) maiueHTos;

tutp 91,2 £381,2 BE (cpeanee + CO). MHrHOUTOPHI B HU3KOM
TuTpe BoIABIEHb! y 108 nmanuentos; tutp 1,86 + 1,17 BE. Ha-
JIUYUE TIOJIOKUTETHHBIX TECTOB BUPYCHON HH()EKIINH: TeITaTUT
B —27%; renatut C — 1,3%; BUY — 0,6%. [leTn 1 moapocTKu
J10 15 5eT cocTaBisIFOT MEHBIIYIO JIOJII0 OT BCEX MAlUeHTOB C
uarnouropamu (n = 70; 36%), 9TO MOXKET CBHIICTEILCTBOBATh
0 HEJOCTAaTOYHOM YpOBHE MAarHOCTUKU. V3 HUX 36 manueH-
TOB C MHTMOUTOPOM B BBICOKOM THUTpE. CyCTaBbI-«MHUIICHI»
MUArHOCTUPOBAHBI y 88 TMalMeHTOB, MPUYEM dalle BCETO
HaOI0Ial0TCs B BO3pacTHOM Tpymme 25-35 ner — 20 (23%)
OospHBIX. CpenHee KOJMMYECTBO CYCTaBOB-«MHUIIEHEW» Ha
| mampeHTa BBIIE y MAIMCHTOB cTapiie 35 JeT, o cpaBHE-
HUIO C TallMeHTaMH Oojiee MOJIOZOTO BO3PAcTa, YTO MOXKET
CBUJICTEJILCTBOBATh O HEIOCTATOUYHON NMpPOQUIaKTHKE CIIOH-
TaHHBIX KPOBOTCUCHUH.

3akmaiodyenue. [lannpie HaOMIOAATEIFHOTO PETUCTPA CBU-
JIETEJILCTBYIOT O HAJMYMK MPOOJIIEM B CBOEBPEMEHHOW JHa-
THOCTHKE HAJNYWsS WHTHOUTOPOB, CEPHE3HBIX HaPYIICHUSIX
OPTOIEINYECKOT0 CTaTyca B Pa3HBIX BO3PACTHBIX TPYIIax
OOJIBHBIX BCIIEJICTBUE MIPOBEACHHSI HEaJeKBATHOM TEPaITUH.

47



lematonorus u TpaHcdysuonorus. 2016; 61(1, MpunoxeHue 1)

Wnbacosa W.3., Kuunruna M.1O., NMapamoHosa E.B., TymaH I.C., Tpodumosa O.I1.,
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SOOEKTUBHOCTb PA3JINYHbIX PEXKUMOB UMMYHOXUMUOTEPANUN
NPV NEPBUYHON MEQUACTUHAJIbHON B-KPYMHOKJIETOYHO INM®OME

OIBY «PoccnincKmnii OHKONOrMYeCKMn HayuHbIn LeHTp um. H.H. BnoxuHa» MuHsppasa Poccun, 115478, r. MockBa,
Poccuna

[lepBuunas MemuacTuHaNbHAs B-KpyITHOKICTOUHAS JTHM-
¢doma (ITIMBKIJI) oTHOCHTCS K IEPBUYHBIM 3KCTPAHOIATBHBIM
OIYXOJISIM, Yalle BCEro BCTPEUAETCS Y MOJIOJBIX KEHIIUH U
XapaKkTepu3yeTcss MPEUMYIIECCTBEHHO MECTHO-JTOKATH30BaH-
HBIM POCTOM B TIpe/eNax MepeIHEero BEPXHETO CPeTOCTeHHUS
C YacTbIM Pa3BUTHEM IUJICBPUTA, MEPUKAPAUTA U CUHAPOMA
CHaBICHHUS BepXHEH moioil BeHBI. J[0 HACTOSAIIETO BpEeMEHU
crangapra 1-it muanm Tepanuu [IMBKII HeT, B 9acTHOCTH,
o0cyxnaercs 3pPEKTUBHOCTD Pa3IMYHBIX PEXUMOB HMMYHO-
XIMHOTEPANTUN U IEIeCO00pa3HOCTh MPUMCHEHHUS JTyUeBOU
Tepanuu. PHCK pa3BUTHS BTOPBIX OITyXOJIEH U KapAHOITyIbMO-
HAJIBHBIX OCJIOKHCHHH, C OJTHOM CTOPOHBI, U KpaitHe HeOiaro-
MPUATHBIN TIPOTHO3 B CITydae Pa3BUTHs PEIHINBA, C IPyTOn
CTOPOHBI, JICJIal0T KpaliHe aKTyaJIbHBIMU JalbHEHIINE Uccie-
JIOBAHMS B 9TOI o0nacTy.

Leas padoThI — OLIEHUTH YPPEKTUBHOCTD PA3THIHBIX Pe-
JKUMOB IMMyHOXxuMHUoTeparnuu mpu [IMBKIIL.

MarepnaJjsl 1 Metoabl. B ®I'EY POHII um. H.H. broxuna
M3 P® ¢ 2004 mo 2014 r. momy4amm jedeHue 86 OOIBHBIX
[IMBKIJI. Menunana Bo3pacta 30 snet (15-63 nert), 55% Opum
JKeHIIUHBL. B 62% ciyuaeB oTMeyascs JOKIbHBIN Mpolece B

Tpenenax CpeAOCTeHNUS, PUMEPHO Y TPeTH OONBHBIX OIperie-
JISUICSI TUIEBPUT WITH TIEPUKAPINT (B 26 CITydaeB COYCTAHHBIN BbI-
not), y 46% — CUHIpOM CIIaBlIeHUs] BEpXHe 110J10ii BeHbl. Cum-
TITOMBI THTOKCHKAIAH ObUTH y 72% OonmbHBIX. BobHBIE momyda-
T Tpu pa3HeIX pexkuma Tepanur: MACOP-B+R — 52 GonbHBIX
(1-s1 rpynma), R-CHOP — 18 6onpHbIX (2-5 rpyrma), R-EPOCH —
16 6onpHBIX (3-s rpymma). JIydeByro Tepanmio Ha 00IacTh cpe-
noctenus B 1o3e 30-36 I'p momyunmm 69 (80%) GOIBHBIX.

Pe3yabraThl U o0cy:xkaeHue. [Ipu menuane HaOMOICHUS
34 mec, BEDKHBAEMOCTh 0€3 MPOTPECCHPOBAHUS COCTABUIIA
80%, o0rmas BEDKUBaEMOCTh — 86%. JIocTOBEpHBIX pa3nuuuii
B OTAAJICHHBIX Pe3yJbTarax JeUeHHs B 3aBUCHMOCTH OT PEXKH-
Ma JIeKapcTBEHHOH Tepammu He norydeHo (p = 0,1). Cnexyet
OTMETHUTh, YTO HUA y OMHOTO U3 16 OGOJNBHBIX, TOTYUYaBIINX Jie-
yenue 1o nporpamme R-EPOCH, He oTMeueHO pa3BuTHE pe-
[UAMBA WK TIPOTPECCUPOBaHNE OONIC3HU.

3akarouenue. Crangaptom sederus [IMBKII siBrisercs
UMMYHOXMMHOTEPAIMS B COYETAHUU C JIOKAJILHBIM 00Iyue-
HueM. Bo3MokHO, Ha 0OJIBIIIEM YHCIIe OOIBHBIX YIacTCs Mpo-
JIEMOHCTPUPOBATH JOCTOBEPHbIC NPEHMYIIECTBA MHTEHCHB-
HbIX pesxxumoB X T nepen cxemoit R-CHOP.

KannaHos K.[."?, Nemnaenko K.B.!, MaTseeBa .B.

BAPUAHTblI UHTEHCUOUKALUU TEPANUN NEPBUYHON MEOQUACTUHANIBHON
B-KPYMHOKNETOYHON IMM®OMbI

'TBY3 «Bonrorpaackuii 0611acTHOM KIMHUYECKMIA OHKONTIOTMYECKiA aucnaHcep», 400138, r. Bonrorpag, Poccus;
TY «<Bonrorpaackmin MeuUnHCKNIA HayuHbli LeHTp», 400131, 1. Bonrorpag, Poccusa

JlokazarenbHyto 0a3y O NPEUMYIIECTBE TEX WM HHBIX
PEKUMOB MEPBOM JIMHUM NPHU MEPBUYHON MeIUaCTHHAIBHON
B-kpymHoknerounot mmmdpome (IIMBKJI) xapakrepusyer
OTCYTCTBUE DPAHIOMM3UPOBAHHBIX HccienoBaHui. M3 omy-
OJIMKOBaHHBIX pe3yJbTaToB MccnenoBanuii 11 ¢dassl u perpo-
CHEKTUBHBIX aHAJIM30B CIIEAYET BBIBOJ O O0bIIeH 3(h(heKTHB-
HOCTH 0oJiee WHTEHCHUBHBIX mIporpamM, Hexkenn CHOP-21.
JloGaBieHue puTyKcumMada yBeIn4MBaeT YacTOTy MOJIHBIX pe-
muccuii (I1P) u ymyumraer 6eccoOBTHITHYIO, HO HE VIUTHHSICT
001IyT0 BEDKUBAEMOCTb.

Hean pa6orbl. OLEHUTh CPaBHUTENBHYIO 3((HEKTHBHO-
CTH Y TOKCHYHOCTh PA3IMYHBIX BAPUAHTOB WHTEHCH(UKALIUH
teparnuu [IMBKII B «OCT-pUTYKCUMAOHYIO Dpy».

Marepuansl u Metoabl. [IpoaHann3upoBaHbl JaHHbBIE
Bcex BBIABICHHBIX ciydaeB [IMBKJI B mepmon c oxtsa0ps
2003 o ampenb 2015 . (59 GonbHBIX): 25(42%) My»4uH U
34(58%) sxenmuH. Memuana Bo3pacta 32 roma (20-76 ner).
JIunt crapme 60 ner — 4(7%). Hanmuue omyxomnu pasuMepom
6onee 10 cm o KT —y 50 (85%). MubuabTpaiys cMEKXHBIX
cTpykTyp — B 45 (76%) cnyuasix. [lobimenne JIJII Bbime
HOpMBI — y 46(78%). Ilo mMpoBeneHHOMN Tepayy MOy
npezacrasieHa: |-a rpynmna — pexum R-CHOD(8)-R-EDHAP —
23(39%) OompHBIX. Pesxxum mpeirmonaran BBefcHUuE B 1-i u
8-it nenp nmkia nukinodocdana 650 mr/m?, 1oKCOpyOHIIMHA
50 mMr/mM? ¥ BUHKPHCTHHA 2 MT B/B; pHTyKCHMab 375 mr/m? B/B —
0 nens, nexcameraszon 20 Mr BHYTpb 1—14-e nau. Bropoii Giiok
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R-CHOD(8) naunnancst Ha 28-ii gjenb. C 56-ro IHS JIeUeHUs
npoBoauau jBa O0ioka R-EDHAP B cranmapTHbIX 103ax C
uHTEpBaNIOM B 28 mHel. 2-s rpymma — 11 (19%) genosek —
UHAYKIUS peMuccun ocymectBiuiach R-CHOP-tepamuei,
a 3—4 nocneayromux kypcoB R-EDHAP mposenens! u3-3a
He poctmkenus IIP. 3-1 rpynma — nedeHue NpencTaBlIceHO
tonbko R-CHOP — 19 (32%) cnyvae. C navana 2015 r., mo-
CJIe TIOJYYEHUsI JaHHBIX O BBICOKOW A(p(EKTHBHOCTH MU NpH-
eMJIEMOM TOKCHYHOCTH, MOSBHJIACH TPYIIA, MONyYHBIIAS
R-DA-EPOCH. K nacrosmemMy MoMmeHTy TakoBbIX 6(10%)
4eJoBeK M3 oOmiedl rpynmsl. [pynmsl cOasaHCHpOBaHBI 110
(baxTopamM MeXIyHapOAHOTO ITPOTHOCTHYECKOTO HHACKCA.

PesyabTarhl U o0cy:xkaeHue. OOmas 7-IETHSS BBDKH-
BaeMocTh B 1-i rpynme — 90% (ymepau 2 OOnbHBIX), BO 2-i
n 3-it — 73 u 70% cooTBeTCTBEHHO (yMepaH 2 U 5 4eJI0BEeK
COOTBETCTBEHHO). Bricokas s¢pdexrnHocts R-CHOD(8)-
R-EDHAP-tepanuu conpsikeHa ¢ Cepbe3HbIM TOKCHYECKHM
npodueM pexxnMa — gactora arpanyioruros3a [I-111 creme-
HU — 92%, TpomOonmTonenus 11 crenenn mo BO3 — 35%. B
9T0i cBsI3u Oosee nepenekriBeH R-DA-EPOCH, nemoncTpu-
pyroumii orcyrcrBre pasnuunii ¢ R-CHOD(8)-R-EDHAP mo
yacrtore [IP, HO 3HaUMTENEHO MeHee TOKCHUHBIN (p < 0,01).

3akiouenne. PaHHssT MHTEHCHUKALMS YITydlllaeT pe-
synbrarbl Tepanuu [IMBKIL. Menbiuas Tokcuunocts R-DA-
EPOCH 000CHOBBIBACT IEICCO00PA3HOCTh CPABHUTEIHHOTO
UCCIIEIOBAHUS C MTOCIIEAHUM.
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ATUMUNYHbIW TEMOJIUTUKO-YPEMUYECKUW CUHAPOM,
ACCOLUMUPOBAHHbIN C BEPEMEHHOCTbIO

OIbY«HayuHbl LLeHTpP aKyLlepCTBa, TMHeKONorum 1 nepuHatTonorny nm. akaa. B.M. Kynakosa» MuHsgpasa Poccun,
117997, r. MockBa, Poccun

ATUIYHBIA TEMOJIUTHKO-YPEMUIECKUN CHHAPOM, acco-
nurpoBaHHbiil ¢ OepemenHocThi0 (B-al'YC) — penkoe kara-
CTpodHUUECKOe yrpoKaromiee Ki3HU 3a00JeBaHNE, TTPOSBIIS-
folIeecss MUKPOAHTMONaTUYEeCKOM reMOJIMTUYECKO aHEMHUEH,
TPOMOOIIMTOIICHUEH U PAa3BUTHEM TSDKEIIOW OPraHHOW JTUC-
¢ysakuuu. [Ipuannoit b-al'VC sBisercs pedekt perymsrop-
HBIX TIPOTEMHOB AJTGTEPHATUBHOTO MYTH KOMIUIEMEHTA, BEIy-
HIMA K HEKOHTPOJIIMPYEMOH aKTUBAIMK KOMILICMEHTA M TPOM-
OOTHYCCKON MUKPOAHTHOTIATHH.

Martepuaabl U MeToAbl. [IpoaHann3upoBaHBl HCXOIBI
O6epemMeHHOCTH y 9 *xeHIMH ¢ quarHo3om b-al'YC, HaxosuB-
IIUXCS B HAIIEM IICHTPE WM KOHCYIETHPOBAHHBIX C ITOMO-
mpto TeneMeaunuabl ¢ 11.2010 mo 02.2016 t. Bospact 30,4
roga (21-36). Y 8 u3 9 xenmun b-al'YC manundecruponan
mocie poaos, y 1 — Bo Il Tpumectpe GepeMeHHOCTH.

Pesynbrarbl. [Ipu3Haku ymMepeHHOW MNpPE3KIaMIICUH OT-
Meyaluch y 8 u3 9 OonbHBIX B cpeaHeM 3a 7 aHeit (3—14) no
nebrota al' YC, 3 HEX y 4 IMarHOCTHPOBAaHA aHTCHATaJIbHAS
rubenb 1wiona Ha cpoke 2734 Hen. PoxxaeHneM KUBBIX Jie-
Teil 3aBepuImiuch 5 u3 9 GepeMeHHOCTel Ha cpoke 28—38 Hen
(memmana 32 nen). C MoMeHTa JIeOroTa 3a00CBaHHS COCTOSI-
HHE OOJBHBIX CTPEMUTENBHO YXYALIAJIOCh: OCTpas MOYeYHas
HEIIOCTATOYHOCTh BBIsSBJICHA Y 8 U3 9 OONBHBIX (Y 6 OOJBHBIX
BEITIONTHEH TEMOJIHAIIN3), PECITMPATOPHBIA AUCTPECC-CHHIPOM
B3pOCIBIX, TOTPEOOBABIIHI CKYCCTBEHHON BEHTHIISAIIHN JIET-
KUX, JUArHOCTUPOBAH y 0, MaHKPEaTUT — y 6, HEBPOJIOTHYC-

CKasl CHMIITOMAaTHKAa y 5, y 2 3 9 )KeHIUH HaOIIoaanach Tus-
TaI[MOHHAST KapJUOMHUOIIATUS U OJHOKPATHO — UIIEMHYCCKUI
KoHUT. Mennana MIHHUMAJIBFHON KOHIICHTPAIIUU TeMOTIIOONHA
kpoBu cocraBmia 60,3 /1 (46—69 1/11); MUHUMAIILHOE KOJIHYe-
¢TtBO TpoMbo1uTOB 53 x 10°/1 (16—100) % 10%/11; muKoBast KOH-
HeHTpanus KpeatnHuHa 454 (67-998) MKMOITB/II, MAKCUMaJThb-
Hoe coxeprkanme JIJAI 2,953 (996-11,360) E[l/n. Tepanuto
CBEIKE3aMOPOXKEHHOH IM1a3MOM TPOBOAWIN 8 13 9 OOJBHBIX.
Jleuenne sxynmu3uMadoM OBLTO Ha4daTo 4 OONBHBIM Ha 5—17-i
JIeHb OT MOoMeHTa auarHoctuku b-al'YC (menuana 7), omHako
MIOJTHOIICHHBIN KypC ITPOBEIICH HUKOMY HE OBLI: BBITIOJIHCHO OT
1 mo 3 BBenmenuit mo 900 mr (Mexmana 1). Bee 6ompHBIC TIpO-
(UIAKTHYECKH TONyYald aHTHKOATYJISHTHYIO Tepamuio. Mc-
XOJIbl B LIEJIOM — KpaiiHe HeOaronpusTHeie: 5 u3 9 OOIbHBIX
yMepiH (IPUYIUHBI CMEPTH — y 3 CENTHYSCKUE OCIIOKHEHUS,
y 1 — TpomboTHueckue, y 1 — reMopparudeckue), 2 00IbHBIX
JTIOCTHUTIIA TEPMUHATIBHOM MOYEYHON HEIOCTATOYHOCTH.
3akmiouenne. b-al'YC — kpaifne Tspkenoe 3aboneBaHue,
aCCOILMUPOBAHHOE C BBICOKOM MEpUHATAIIBHOW W MaTepHH-
CKOW CMEpPTHOCTHIO. JIMarHOCTHYECKHE U TePAllCBTUYCCKHE
TIOJIXO/IBI TIPU JAHHOW MATOJIOTHH TPEOYIOT NalbHEHIIeTo u3-
YUEHHUS C IENBI0 ONTHMM3ALNU pe3ynbTaroB. KianmHndeckas
HACTOPO)KEHHOCTh, CBOCBPEMEHHOE BBISIBIICHHE 3a00JICBAHUS
1 2QPEeKTUBHBIE COBPEMEHHBIC METOJBI JICICHUS, BKITFOYAT0-
M€ Ha3HaYeHUe HKYIN3yMada, MO3BOJAT YIyUIIHTh HCXO/BI
o6epemennoct nipu b-al'YC 1 porHO3 VIS )KU3HU B IIETIOM.

Knumkosuy H.H., Kpacbko O.B., Kozapesosa T.W.

MHOTO®AKTOPHbIV AHANIU3 KPUTEPUEB NMPOrTHO3A
NEPBUYHbIX MUENOAUCTINTIACTUYECKUX CUHAPOMOB

I'YO «benopycckaa mefnuUMHCKan akagemusa nocsieanniIoMHOro o6pa3oBaHuUAy;
IHY «O6beMHEHHbIN UHCTUTYT Npobnem nHpopmaTky HAH Benapycn»

Pa3HOpOTHOCTE  MHUETONWCIDIACTUYECKAX — CHHIPOMOB
(MJIC) co3naeT 3HaUNTENbHBIE CIIOKHOCTH TS KITMHAYECKO-
TO BEJCHUS MAIMEHTOB, 0COOCHHO ITPU NPUHSATHH PELICHHS O
BHJIC TIEPBOHAYATIHHON TEpaliy U CPOKax ee MmpoBeneHus. B
JAHHOM CITy4ae MEepCHeKTHBHBIMH MapKepaMH PHCKa MOTYT
CIy)XMTh OMOJOTHYECKUE (PAKTOPBI, OTPaXKAIOIINE TPOIECC
tparchopmanmu xiretok mpu MJIC B nelikeMideckue.

ean pa6oThl. YCTaHOBIEHHUE TOTIOTHUTEIHHBIX TPOTHO-
ctuueckux kpurepueB npu MJIC mis ontumuzanuu Gopmu-
pOBaHUS TPYIIIT PHCKA.

Marepuajabl 1 MeTOAbI. B nccienoBanue BKiroueHs! 139
nanueHToB oT 18 10 60 net ¢ nepsuunbiMu MJIC. Tlokasa-
TENH BBDKUBAEMOCTH PACCUUTHIBAIH IO TAONHIIAM JOXKHUTHSL.
OnHO(MAKTOPHBINH aHaIW3 MPOTHOCTHYECKHX IapaMeTPOB
MPOBOJMJICS C IOMOIIBIO JIOTPAHTOBOTO KpuTepus. st Myib-
TH(HAKTOPHOTO aHAIW3a W OIEHKH OoTHOomeHus puckoB (HR)
WCIONb30BaHa perpeccuoHHas mozaenb Koxca. [[ist BeIOOpa
3HAQUUMBIX TIIO0Ka3aTejaeld B MyJBT(QAKTOPHOM aHalu3e HC-
TTOJT30BAJICSI METOII ITOIIAar0BOTO MCKITFOUeHHs Ha 6aze AIC-
KpuTepus. PacueTsl BBITOJHEHBI B CTaTHCTUYECKOM IaKeTe
R Bepcus 3.1.3.

Pe3yabrarel M o0cy:kaenue. AHallU3 BBDKMBAEMOCTH
narenToB ¢ M/IC B 3aBucumocTtu ot rpymmsl pucka [PSS
MOKa3aJl BBICOKYIO JOCTOBEPHOCTH PAaCHpeAeIeHUs Mo JaH-
HOW TporHOCcTHYecKor 1mkaie. OOHApYKEHO, YTO HApsOy C
MEXIyHApOIHO MPU3HAHHBIMH (PaKTOpaMH MPOTHO3a, CTATH-

CTHYECKU 3HAYMMOE BIFSTHUE HA TIOKA3aTelh 0O BEDKIBA-
emoctd ipu MJIC UMeIoT Takue KPUTEPHH KaK KOJUYECTBO
tpomborros B IIK (p < 0,001), oMos0)KeHHE TI'paHyI0IH-
TapHOTO POCTKA 10 JaHHBIM Tpemanobuorcuu (p < 0,0001),
akcpeccusi 6mactHeiMu KiaeTkamu KM CD95 (p < 0,0001)
n FLT3 (p < 0,0001). B MHOrO(GaKTOpHbINA aHAIU3 BIUSIHUS
pa3IMYHBIX HEOMAarompusATHBIX (AKTOPOB HAa  TEUCHHE
MJIC BKJIIOUMIIM BCE BBIMIENIEpEYUCIeHHbIE (hakTophl. B
pe3yabrare MHOTO(AaKTOPHOTO aHajM3a YCTaHOBJECHO, YTO
HamOoJiee CHIBHBIMH HE3aBUCHMBIMH HEOIATOTIPISITHEIMA
MPOTHOCTHYECKUMH TIPU3HAKAMH E€CTECTBEHHOTO DPAa3BHUTHUS
MJC sBasitorest sxkcnpeccust CD95 n FLT3. Menuana BbbKU-
BAaEMOCTH B IpyIIE NALMEHTOB ¢ ypoBHEM dkcnpeccun CDI9S
6omee 40% 64 mec mpu nokasarene 10 Mec B rpymie manueH-
TOB ¢ ypoBHeM dkcnpeccuu CD95 < 40%. Ilpu skcnpeccun
FLT3 no 60% TpexneTHsis BBIKUBAEMOCTb cocTaBisieT 63,4%
(MenuaHa IPOJOIKUTEIHFHOCTH XU3HU 39 mec). B rpymme ¢
ypoBHeM skcnpeccun FLT3 6nactaeiMu kitetkamu KM > 60%
TOJBKO 25,6% IalnuenToB UMEIOT IOKa3aTelb 00IIell BDKH-
BAaE€MOCTH B IIpeJesiaXx OJHOTO Io/ia, a CpeaHee 3HaAYCHHE TIPO-
JIOJDKUTENIBHOCTH JKU3HU PaBHO 6 Mec.

3akiaiodyenne. 3HaueHus dkcnpeccun CD95-xknerkamu
KM < 40% u FLT3 > 60% MOXHO HCTIONB30BATh B KAYECTBE
JIOTIOJTHUTENBHBIX HEOIaronpHusaTHBIX (PaKTOPOB pHCKa ecTe-
ctBerHoro TedeHnss MJIC u ans ompeneneHus BpEMEHHOTO
MOMEHTA CTapTa CIeIH(PUIECKOI Teparu.
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MYNbTUNMOTEHTHbLIE MESEHXVMHbIE CTPOMAJIbHbIE KJTETKWU
KAK MPOOUNTAKTUKA PEAKUUN TPAHCIJTIAHTAT NPOTUB XO3AUHA
Y BOJIbHbIX AMJIACTUYECKOW AHEMUEW NOCNE TPAHCIUIAHTALUU

AJUJTOFEHHOIO KOCTHOIo MO3rA OT POACTBEHHOIO IOHOPA

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

TpancmmanTaysl aJjIOreHHOro KOCTHOTO Mo3ra (anjo-
TKM) y MomnonbIx OOJBHBIX aruracTHdeckoi anemuen (AA)
npu Hammaun HLA-MIEeHTHYHOTO JOHOpa SIBISETCS Tepa-
nuei 1-if muaun. Ilo nanaeim EBMT (2012-2015 rr.) puck
pasButusi octpoi w/mnm xpoHwmdeckod PTIIX y OGombHBIX
AA cocrasnser 13 n 14% COOTBETCTBEHHO, a IIPH HAIUYUHU
[THI'-xnoHa Bo3pactaeTr 10 34%. U3BecTHO, 4TO MpHUMEHe-
HUE MYJIBTHIIOTCHTHBIX ME3EHXHMHBIX CTPOMAIIBHBIX KIIETOK
(MMCK) B kxauectBe mpodmmnaktukn PTIIX npu ammo-TKM
OT POJICTBEHHOT'O JIOHOpA CYIIECTBEHHO YMEHbBIIAET YacTOTy
ee pa3BHUTHSL.

Heas padorei: oneHUTsh dpdexTnBHOCTF MMCK B Kave-
crBe npoduiaktuku PTITX y 6ombabIX AA nocie amno-TKM.

Marepuanabl u Metoabl. B ®I'BY TTHI[ M3 PO ¢ 2011
mo 2015 rr. 9 GompHBEIM AA ObDTa BBIMONHEHA ayio-TKM
oT HLA-UIEHTUYHOTO POACTBEHHOTO JOHOpa: 6 MYX4uH, 3
YKCHIIMHEI, ¢ MeIaHo# Bo3pacta 24 (17-33) roxa. Y 8 60:1b-
ueix BeIIBIBLICS [THI-kmon (ot 0,19 mo 97,1% cpenn tpa-
HyJouuToB). 8 GonmbHbIM aiwio-TKM Obuia BBIMONHEHA Kak
Tepanus 1-if muHUN ¥ 1 OONBHOW B CBSI3M C PEIMIMBOM 3a-
6oneBanmst nocie Kypca ATI. Bo Bcex ciydasx MCIOnb30Ba-
JIM PEXKHUM KOHJIMLIMOHUPOBAHNS, BKIFOYatonni Qurrogapadux
100 mr/v?, muknodocdan 100 mr/kr, ATI 100 mr/kr. Beem
6ompHEIM TIpoBOAMIIN TIpodrimakTuky PTIIX mukimocmopu-

HOM/MCTOTpeKC&TOM, U TaKXC B JICHb BOCCTAHOBJICHHA I10-
Kazarenedl nepudepriyeckoil KpoBH (JEHKOIMTOB Ooiee
1,0 x 10°/n) BBomuimu MMCK B mose 1,0-1,2 x 10%kr.

Pesyabrarhbl. Y 1 G0nbHONM KOHCTAaTUPOBAaHO HETPHIKUB-
JIeHUe TpaHCcIUIaHTaTa. MeauaHa BOCCTAaHOBIICHHUS ITOKazaTe-
neit nefikoruToB coctaBmwia 21 (17-25) mens. Tpaucoysuto
MMCK B JieHb BOCCTAHOBJICHHS JICHKOLIUTOB BCe OOJNBHBIC
nepeHecian 0e3 OcioKHEeHHH. Yacrora pa3BUTHS OCTPOM
PTIIX neBbicokast: y 1(12,5%) u3 8, HecMOTps Ha BBISIBICHNE
[THT -knoHa ¢akTnyeckn y Bcex GonbHbIX. Octpas PTIIX ¢
TIOpayKeHUEM TIeUeHH 3-H cTerneHHu OblIa KOHCTaTHpOBaHA Y
00BHO XPOHIMYECKUM BUPYCHBIM TenatuToMm B Ha 27-if neHs
nocie Tpancruiantauu. dnmuMuHanus [THI -xiona y 6 60ib-
HBIX B JuHamMuke nocie amio-TKM mpousonnia B TedeHne
1-18 mec. Y Bcex OOMBHBIX Ha pa3HBIX CPOKAX IMOCIE aJuIo-
TKM otmeuanu cmemanubiii xumepusm (85-100% monop-
CKOTO KpoBeTBOpeHHs1). JKuBbI Bce 9 OONBHBIX, MPU CPOKax
Habmoaenus ot 4 1o 49 (Meauana 16) mec.

3akaouenne. HecMoTps Ha Manblif o0beM Hccieno-
BaHUS, MO)KHO NPUHTH K 3aKIIOYEHHUIO, YTO NpPUMEHEHHE
MMCK B xagectBe mpodmraktuku octpoit PTIIX mocme
amno-TKM ot poxncTBeHHOTO 10HOpa Y OOJIBHBIX AA TMOKa-
3aJ10 ONITUMHUCTUYHBIE PE3yJIbTaThl 1 HEOOXOAMMOCTD Jallb-
HEWILIEro n3y4eHusl.

Koueprun-Hukntckun K.C.', JlaBpos A.B."?, Agunbrepeesa 3.M.", CMupHuxmHa C.A.',
Yenbiwesa E.[O3, LLyxos O.A3, TypkuHa A.l'3, Kyues C.A.12

NOMHO3K30MHbI AHANNN3 ACCOLUALIUN YNCTIA TEHHbIX
NONMNMOPOU3MOB C OTBETOM HA TEPAMWIO UTK BOJIbHbIX XM

'OIBHY «Mepuko-reHeTYecKunin HayuHbln LeHTp» ®AHO Poccum, 115478, r. Mocksa, Poccus; 2I6OY BIMO
«PoccniicKmnin HauMoHanbHbIN NCCefoBaTeNIbCKU MefULNHCKII yHUBepcnTeT M. H.M. Muporosax», 117997, r.
Mocksa, Poccus; *OIBY «fematonornuecknii HayyHsblin LeHTp» MuH3gpasa Poccun, 125167, r. Mocksa, Poccun

OaMH U3 OCHOBHBIX IyTeH Tepamuu XpOHHYECKOTO MHe-
sousHoro Jeiikosza (XMJI) — npuMeHeHne HHrHOUTOpOB TH-
posuakmuHA3bl (UTK) — mo3Bonmi mOOUTHCS 3HAYUTETBHBIX
ycnexoB B KoHTpouie u uznedennr XMJI. 1o pa3HbIiM naHHBIM
or 10 1o 25% nauueHToB AEMOHCTPUPYIOT HEYAOBIETBOPH-
TEJTBHBIA OTBET HA TEPAITHI0O HHTHOUTOPAMH THPO3IUHKIHA3HI.

Lens padoThl. BeISBUTH I'eHBI C Pa3IUYUIMU B OOIIEM
YlCJIe TeHHBIX BAPHAHTOB Y NAlIUEHTOB C Pa3HbIM OTBETOM Ha
tepanuto UTK.

Marepuaabl M MeTOAbI. DK30MHOE CEKBEHHPOBAHNE
nposenu ¢ momotneko lon Torrent PGM (LifeTechnologies) B
COOTBETCTBUH C PEKOMEHAAMSAMH Tpon3BonuTens. [Iposep-
Ka y4acTHs BEIOpaHHBIX T€HOB B pazin4HbIX myTsix (Pathway
enrichment analysis) ocymiecTBIsUIach ¢ HUCHOIB30BAHHEM
nporpammuoro obecnedenuss “GOrilla”  (http://cbl-gorilla.
cs.technion.ac.il).

Pesynbrarsl u obcy:xaenue. [IpoaHann3upoBaHbl 9K30MbI
4 TaIMEeHTOB C ONTHMAJIBHBIM OTBETOM Ha Tepamuio U 4 ma-
LUEHTOB C Heynaueil Tepanuu. [1o pesyasraTaMm MoJTHOSK30M-
HOTO CHKBEHCA MALUEHTOB C ONTHMAaJIbHBIM OTBETOM M He-
yaue Tepanuu IpoaHaJIU3UpOBAIA YUCIO MYTALUKA BO BCEX
CEKBEHUPOBAHHBIX TeHax. [ €Hbl pa3aenunu Ha ABE TPYIIIBI
B 3aBUCHUMOCTH OT HAJIMYMA Yy HUX M3BECTHBIX IICEBJOrECHOB,
TaK KaK HaJM4YHe IICEBIOTEHOB YacTO MPHUBOIUT K OMIMOKaM
BBIPAaBHUBAHUSA U BIABICHUA SNP npu 5K30MHOM CEKBEHUPO-
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BaHMU. J{J1s1 KaXK10T0 reHa ObUTH MOJICUMTaHbl CyMMapHbIE KO-
myectBa SNP i1 manMeHToB, OTBETHBIIMX Ha JICYEHHE U HE
JaBIMX oTBeTa. [lanbHeliee cpaBHEHNE TPOBEIH 10 FEHAM,
JUTS KOTOPBIX ObLTO MoKa3aHo B cymMme Oosee 20 SNP B obenx
rpyIIax MaleHToB, KaK Cpe/Ii TeHOB, ¢ riceoreHaMu (141),
TaK U CPEAM TEHOB, JUIS KOTOPBIX INCEBJOT€HBI HEM3BECTHBI
(777). Tpynmbl ManyueHToB ¢ pPa3HbIM OTBETOM Ha TEparuio
ommmyasinch 1o uyuciay SNP, kak B reHax C IICEBIOTeHAMH
(p = 6,9 x 10") Tak u B renax 6e3 ncesnorenos (p = 0,028).
AmnHanu3 oboraieHus myTei 1Mokasal, YTo I'eHbl C OTIINYalo-
mmMcst unciioM SNP BoBiieYeHs! B Iy TH, CBsI3aHHBIE C UMMYH-
HBIMH IPOLIECCAMU: TPE3EHTALUS U MPOIIECCHHT aHTUTEHOB B
IIABHOM KOMIUIEKCE THCTOCOBMECTHMOCTH, T'YMOPAJIbHBIA U
KJICTOYHBI HIMMYHHBIH OTBET, FaMMa-UHTEP(EPOHCBSI3aHHbIC
mytHa (p < 0,001), a Takke ¢ IpoIIecCOM PEeryIsIHA THAPOIa3-
HOW aKTMBHOCTH U muKo3zunupoBanus (p < 0,001), nuurubu-
poBanusi IMMYHHOTO oTBeTa (p < 0,001).

3akaouenue. [lomydeHHas uHpOpMaUs MOXET OBITh
UCIIOJIb30BaHa ISl BBISBJICHUS MPOTHOCTHYECKUX MapKepOB
TedeHust XMJI u oTBeTa MALMEHTOB Ha Tepanuoo. AHaiu3
9KCTIPECCHH TCHOB, 3a/ICHCTBOBAHHBIX B BBIABICHHBIX CHI-
HaJIIbHBIX MYTSIX, TO3BOJIUT COCTABHUTH OoJiee IeTallbHOE TPe/I-
CTaBJIeHHE 00 MX BKJIIOYEHHHU B IAaTOTCHETHYECKHUH IpoLecc,
BIIMSTHUM OT/IEJIbHBIX TEHOB M MYTAIlMi Ha TSKECTh MpoIiecca
Y OTBET Ha Teparuio.
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PE3YJIbTATbl TEPANUN BOJIbHbIX XPOHUYECKUM MUEJIONIENKO30M
Mo AAHHbIM PETUCTPA BOJIbHbIX XMJ1 B OPEHBYPICKOIM OBJIACTU

O6nacTHas KnmMHnYeckan 60nbHMLA, . OpeHbypr; OpeHbyprckan rocyaapcTBEHHas MeanUVHCKas akagemus; 2OrbY
«lemaTonornyeckumin HayuHbI LeHTp» MuH3gpasa Poccnn, 125167, r. MockBa, Poccua

BHenpenue B KIMHUYECKYIO MTPAKTHKY MHIHOUTOPOB TH-
posunkuHasz (MTK) mo3Boausiao He TOJIBKO YIy4IIUTh Kade-
CTBO KM3HH, HO U YBEIWIUTh BEDKMBAEMOCTH OOJNBHBIX XPO-
HUYECKUM MuenonerikozoM (XMJI).

Lean padoTsl — NPOAHATM3UPOBATH PE3YIIBTATHI TEPAITUN
OONBHBIX XPOHWYECKNM MHUEIIOIEHKO30M 110 JaHHBIM PETH-
ctpa 6ompHBIX XMJI B OpenOyprckoii obiactu.

Marepuansl U Metoabl. B peructpe GombHbIXx XMJI
OpeHOyprckoii 00JacTH 3apeTUCTPUPOBaHO 167 OONBHBIX.
Juarnos BepuduuupoBan y 142 manueHToB, ¥ HUX XpOHHUYE-
ckas daza (XP) obuta y 126 (89%), daza akcenepaunu (PA)
—vy 15(11%), 1 GonpHOIT B GmacTHOM Kpu3e. Memuana (Me)
Bo3pacta 49 net. XXussl 116(82%), ymepnu 24(17%), Het nan-
HBIX O cTaryce y 2 OOJbHBIX C MOATBEPKACHHBIM JTHarHO30M
XMJI

PesyabTarhl M 00cy:kaeHue. Tepamuio WMaTHHHOOM
(MM) nomyuanm 133 (94%) OOIBHBIX C TONTBEPIKACHHBIM JTH-
arHo3oM XMJI, u3 uux 116 Haxoguinuce B XD Ha MOMEHT Ha-
yasia Tepanui. Me BpeMeHH /10 Hadasia Teparui UMaTHHHOOM
88 nmeit. Me Habmonenus coctaBuia 5,7 roga. 13 116 6onb-
HBIX, KOTOPBIM Obla Hadata Tepamus UM B XD, ymepnu 18
(16%). IToxa3zarens obmieit S-netHeit n 10-neTHEl BEDKUBae-
Moctu B XD XMJI coctaBun 83 u74% coorBercTBeHHO. [Ipu-
YUHBI CMEPTU U3BECTHHI y 17 m3 18 OONBHBIX, MOTyYaBIINX
tepanuio UTK. IlporpeccupoBanue 3aboneBanus 10 Onact-

Horo kpu3a XMJI siBunock npuaunoit cMeptu y 12 (70%). Co-
MYTCTBYIOIIAS TTATOJIOTHS: y 2 OOJBHBIX BTOPUYHBIE OITYXOJIH,
y 1-OHMK,y 1 —¢pubpo3upyromiwii asBEOIHT, ¥ | —THOWHBIH
MeHuHTUT Ha pone BUY-undexnuu. Tepanuto UTK 2-ro no-
KOJIEHHs Tosry4ainy 28 OonbHBIX, 13 HUX HuotnHno (HWJT) —
13, mazarunu6 (JA3) — 9, nBa UTK2 — 6 manmenTtoB. Cpenn
116 >kMBBIX OONBHBIX C MOATBEP)KACHHBIM THarHO3oM XMJI
tepanuto UM nonyuator 85, HWJI — 12, IA3 — 11, TpaHc-
TUTAHTAIHSI KOCTHOTO MO3Ta BBINOJIHEHA | OOIbHOMY, TIPOYYTO
TEpanuio Moiay4aroT 7 manueHToB. [1o maHHBIM MOCIETHETO
MOHHUTOPHHTA B ONTUMAaJIbHOM OTBETE Ha TEeparuio (TIOJHBIH
UTOTEHETHICCKUH U OONBIION MONEKYISPHBIA OTBETHI) Ipe-
651BatoT 62(53%) OompHBIX. Cpeau 60NBbHBIX 0e3 ONTHMAab-
HOTO OTBeTa MpojosrkatoT Tepanuto UM 35, HUJI -3, JIA3 —
7, ve momy4aror UTK 5 GonpHBIX. HemocraTounsnii mepron
HAOTIONCHNUS TS OIICHKH OTBETa Y 4 OONBHBIX.

3akmiodenne. [IpogeMOHCTPUPOBAHEI BBICOKHE TOKa3aTe-
mu 10-eTHel BEDKHBaeMOCTH Y 001pHBIX B XD XMJI, Hauas-
mux tepanuto MMM. Ha ceropssimnuii 1eHb OCHOBHOM mIpH-
YHHOM cMepTH y 601bHBIX XMJI ocTaeTcs mporpeccupoBaHme
Io craguu 6actHOTO Kpu3a (70%). HeoOxoauMeiM ycnoBueM
JUTS YMEHBIIECHHUS PUCKa MPOTPECCUPOBAHUS ABISIETCS HalH-
YHe ONTHUMAaJbHOTO OTBETa Ha Tepanuio. [lo maHHBIM peru-
cTpa 43% OOJBHBIX HYXKIAIOTCSl B MHTEHCH(UKALIUH TEPAITUH
JUTSL TOCTHDKEHHS OMTUMAJIBHOTO OTBETA.

Kptoukosa W.B., Cnsnkosa C.A., Tnnesny A.B., Cepreesnuesa B.B., batoposa J.C.

JONTOCPOYHASA BbI)KUBAEMOCTb BOJIbHbIX AU®®Y3HON
B-KPYNMHOKJIETOYHOW IMM®OMOW BbICOKOIo PUCKA NOCNE
TPAHCMNAHTALIUU B NEPBYIO PEMUCCUIO 3ABOJIEBAHUA

OrHY «HayuHo-nccnepoBaTenbCKuUii MHCTUTYT GyHAAMEHTaNbHOM U KIMHNYECKOW MMMYHONOrm», 630099,
r. HoBocnbupck, Poccus

WureHcnpuKanys XMMHOTEPAITUU KaK OIMH U3 BO3MOXK-
HBIX ITyTEH YITy4YIIUTh BEDKHBAEMOCTb MAIIMEHTOB C arpecCuB-
HBIMH HEXOPKKMHCKUMH JTUM(pOMaMH H3ydaeTcsi JaBHO. Bo-
MPOC MO MPOBE/ICHHUIO ayTOTPAHCIUIAHTALMH Y OONBHBIX AU-
¢yzHolt B-kpynHoknerounoit mumpomoii (B-KKJI) B mepsyro
peMuccuio 3a00eBaHIs BCEI/a BBI3bIBAT HANOOIbIIEE KON~
YeCTBO CIIOPOB, OCOOECHHO B APY TEPAIMU PUTYKCUMAOOM.

Leans padorsl. [IpoBeneHne peTpoCHEKTUBHOIO aHAIN3a
BEDKHBaeMocTH 60onpHBIX auddy3aoit B-KKJI 3a 20 1et pabo-
Thl HOBOCHOMPCKOTO TPaHCIUIAHTAI[MIOHHOTO LIEHTPA.

Marepuaisl 1 MeTOABI. B nccienoBanye ObUT BKITIOYEH
51 mareHT MoJ0OTO Bo3pacTa. V3 HuxX ObLIa BEIIEIeHA MTO-
rpynma u3 18 OonbHbix muddysnoit B-KKJI, nomyunBmmx
TPaHCIUIAHTAIMIO B 1-I0 JIMHHUIO Tepamuu. OTH TAIEeHTHI
ObUTH OTHECEHBI HaMH corTacHO mHjekca aalPI=2 k rpymme
BBICOKOTO pucka. [Ipexxae Bcero, OHM yOBIETBOPSIIM KpUTe-
puro pacripocTpaneHHoi craanu (Ann-Arbor III-IV cramum)
U UMeNM BbICOKUH ypoBeHb JIJII. B kauecTBe MHAYKLIMOHHON
Tepanuu oHu noay4uiau tepanuio CHOP + putykcumab, no-
CTHIJIN PEMHCCHH 3200JICBaHUs, YTO OBLIO TIOATBEPKACHO Ha
TOT MOMEHT JOCTYNHBIMH HaM CPEACTBAMH JMArHOCTHKH.
OTH MAUEHTHI HE TOTydain 2-10 JuHuM Tepanuu. Coop me-
pudepHIecKUX CTBOJOBBIX KPOBETBOPHBIX KJIIETOK Y IIOJIO-
BUHBI TALMEHTOB ObUT IPOBE/IEH C HUCIOJIB30BAHUEM TOJBKO
I'-KC® B MoHOpexuMe. Y TIOJOBUHBI NAIIUEHTOB B Ka4eCTBE

MOOMJIM3aLIUH HCIIO0JIb30BAJIN BEICOKHE JI03bI HUKIO(OChamMu-
na u I'-KC®. BepkuBaeMOCTh MAIlMEHTOB OIICHUBAJIM METO-
nom Kannmana—Metiepa.

PesyabTaThl u 06cyskaenne. [IpoBeeHHBIN aHATU3 OKa-
3a1 72% 10-1eTHIO 00LIYyI0 BEDKMBAEMOCTb B ATOW TpyIIIe
NalMeHTOB. be3ycioBHO, 3TO AaHHbIE OHOTO LeHTpa. Hccie-
JIOBaHUE HE OBIJIO PAHAOMHU3UPOBAHO. Yl MOXKET OBITH MBI AaXKe
HE CTaJld aKIEHTUPOBAThCS UMEHHO Ha 3TOM MOMEHTE, €ClU
OBl MBI HE TIPOWIN CTAaThIO KOPEUCKUX aBTOPOB. B cBoeM mc-
CJIe/IOBAaHMH OHU TTOKa3allH, YTO S-JIETHsIs1 OeCIpOorpeccuBHast
BBDKMBAEMOCTb B TPYTIE OOJBHBIX BBHICOKOTO PUCKA, TPaHC-
IUTAHTHPOBAHHBIX B 1-f0 [IDT-TIoATBEpKACHHYIO PEMICCHIO
3abosieBaHusi coctaBwia 68%, a B TpyIIe HalUeHTOB 0c3
TpaHcIUIaHTauuu Tosbko 42%. Kpome toro, aHanmus cospe-
MEHHBIX HCTOYHHKOB JINTEPATYPHI, CBUIETEIBCTBYET O HEIO-
CcTaTo4HOHN 3((HEKTUBHOCTH JICYCHUST OOJIBHBIX C PCIUINBOM
3a00JIeBaHus], OCOOCHHO B TPYIIE MAIMEHTOB, IOMYYaBIINX
Tepanuio putykcumadom B 1-if muamm. Jlo 3Tama TpaHCIUIaH-
TalMM U3 BCEX OOJIBHBIX C PELUAMBOM 3a00JIEBaHUS TOWAET
TOJNBKO 27-55% manueHToB (110 MHEHHIO Pa3HBIX aBTOPOB), U
00111251 BBDKMBAEMOCTE COCTaBUT 39-43%.

3akiaioyenne. Mpbl cuMTaeMm, 4TO TNPOBEIACHUE pPaHHEH
TPAHCIIJIAHTAIMH B TPYIIIE MAIIMEHTOB C BBICOKUM PHUCKOM pe-
IIUIMBA BIIOJIHE ONPABJAHHO, ¥ MO3BOJIIET ONTUMU3NPOBATH
JICYCHHUE OT/ENIBHBIX (POPM HEXOKKHMHCKUX JIUM(OM.
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Ky3sbmuna J1.A., MetuHatn H.A., puse H.MW., PucnHckaa H.B., Cygapukos A.b., Bacunbesa B.A.,
Opokos M.IO., Muxanbuosa E.[., MaposnuHnkosa E.H., CaBueHko B.I.

NPUXUBNEHUE N ANNATEJNIbHOE CYLLECTBOBAHUE AOHOPCKUX
MYJNIbTUMOTEHTHbIX MESEHXUMHbIX CTPOMAJIbHbIX KJIETOK
Y bOJIbHbIX NOCJIE UX BBEAEHUA B KOCTb

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccum, 125167, r. MockBa, Poccua

MynbTUIIOTEHTHBIE ME3€HXHUMHBIE CTPOMAJbHbBIE KIETKH
(MCK) sBJsIFOTCS 4aCThiO TOAJCPIKUBAIOIICTO KPOBETBOPEHHE
CcTpoMabHOr0 MHUKpoOokpyxkeHus (CM) xoctHoro mosra (KM).
Jleliko3Hble KIETKM MOBPEXIAIOT KOCTHOMO3IOBBIE HHUIIHM HOP-
MaJIbHBIX TeMOTIOATHYEeCKKX cTBOJOBBIX KiIeToK (I'CK), namensist
CM. Bo Bpems amutorensoit Tpancmantanuu I'CK (amno-TI'CK)
CM Taxxe cTpagaer oT JCHCTBHS XMMHOTEPANIeBTUYECKUX Tpe-
napatoB. MO)XKHO IpeJroaraTb, 4YTo y MalueHTOB ¢ HECOCTOs-
TEJBHOCTBIO TpPAHCIIAHTATa M JUIMTENIbHOM aruaszueit CM (da-
TaJbHO MOBPEKACHO M HE MOXKET TOJICP)KUBATh KPOBETBOPEHHUE.
BosmoxHO B 3THX ciiyyasx noHopckue MCK moryT ObITh HCTOU-
HHKOM BOCCTaHOBJICHUSI HUIIL

Heuas padorbl. BoccranoButs CM y GONBHBIX ¢ HECOCTOS-
TETBHOCTHIO TpaHcIianTara nocie ano-TT'CK.

Marepuaasl u Metoabl. B otrnenenun TpaHcmiiaHTanuu
KOCTHOTO MO3Tra HaOJII0ANI0Ch 3 MalMeHTOB ¢ HECOCTOATENBHO-
cTbio TpaHciuianrara. 13 KM nonopa I'CK unauBuayansHo uis
kaxoro nanuenta 6putn nosyuernsl MCK. Bo Beex 3 ciyuasx
Obula BBINOJIHEHA 2-51 TpAHCIUIAHTAlMs. B IMOMBITKE BOCCTaHO-
Buth CM MCK noHopa BBOAWIM BHYTPUKOCTHO MaJICHbKUMHU
nopuusimMu 100-200 Mk gepe3 2 mpokoiia KOXKH ¥ MHOKECTBEH-
HBIC ITPOKOJIBI HAJIKOCTHHUIIBI ITOCIIE TOTy4eHHsI HH()OPMUPOBaH-
HOTO coriacusi OT manueHTa. ¥ 2 OOJBHBIX CIyCTS 3 U 5 Mec
nociie Beefenuss MCK Obino 3a06pano no 2-3 miu KM u3 uetsI-

peX HE3aBUCHMBIX TOUEK IPEOHS MOJAB3IOMIHON KOCTU KaXJOro
nanuenTa. beimn Beinenens! u kynsruBupoBansl MCK. Ha 2-m
naccaxe u3 MCK Osuna Beieniena JIHK cranmapTHeiMu MeTona-
MU U OIpeeIeHa UX MPUHAIEKHOCTh METOAO0M ITOJIMMEPA3HOM
LIENTHOI peaklMu ¢ MaHelIblo MpaiiMepoB K JIOKycaM KOPOTKHX
TaHJIEMHBIX [TOBTOPOB, UCIIOJIB3Ysl MPOTOKOI U HA0Op peareHToB
JUTSL MyAbTUIIIEKCHOTO aHanu3a 19-tu STR-mapkepos.

Pe3yabrarhl H o0cysxkaeHue. Y BCEX IALUEHTOB IJIUTEIIb-
HOEe BpeMs HaOmroanack ariasusi. Uepes 2 Hejl rmociie BBEICHHS
MCK B noB3[0MIHYIO KOCTh y IALEHTOB BOCCTAHOBUIIOCH COO-
CTBEHHOE KpoBeTBopeHue. Emie uepes 3 u 5 Mec nocie BBeeHUs
MCK B KM nanuentoB Obu1n 06Hapyxersl MCK nonopa. Onun
nanueHt ymep uepes 1 mecsan nocne seeaenus MCK. V nanuen-
ta Ne2 B 3-x u3 4-x obpaznoB MCK obnapyxwmm 1,6; 0,7 u 1%
JOHOPCKUX KJIeToK. Y nanuenTta Ne3 B o1HOM 00pa3lie BbIBIEHO
18,8% kierok noHOpa.

3akiiouenue. [TosryueHHbIEe JaHHBIE YKA3bIBAIOT Ha TO, YTO
B Cllydae HECOCTOSTEIIbHOCTH TPAHCIUIAHTaTa HEOOXOIUMO I10-
IBITATHCS TOCIIE TI0O0TO KOHAUIMOHNPOBAHNS BBECTH BHYTPH-
KOCTHO Kak MOxHO Oosbiiee konnyectBo MCK B makcumainb-
HO BO3MOXKHOE KOJIMYECTBO MecCT. Takum 0Opa3oM, BIEpBBIE
nokaszaHo aiurensHoe cymectsoBanue MCK noHopa B opra-
HU3ME YeIIOBeKa U CHOCOOHOCTh ITHUX KIETOK K MOBTOPHBIM
HepeHocam.

Kyssea A.A., puuaes C.B., 3anpeesa U.M., YybykuHa X.B., Cenbuep A.B., banawosa B.A,,
CrenbmalueHko J1.B., Abgynkagbipos K.M.

NMPUMEHEHUE BUHOPEJIBUHA AJ1A MOBUNTA3ALIMUA TEMONOSTUYECKUX
CTBOJIOBbIX KNIETOK MEPUDEPUYECKON KPOBU Y BOJIbHbIX
MHOECTBEHHOW MUEJIOMO

OIBY «Poccuinckinin Hay4Ho-nccneoBaTebCKUm UHCTUTYT rematonorum u tpaHcdysuonorumn» ®MBA Poccuu,
193024, r. CankT-lNeTepbypr, Poccun

Brok Tpancmnantanum koctHoro mozra PocHUUT' T ®MBA
BeJeT padoTy MO ONTUMHU3ALUU pekuMoB MoOmmm3armu ['CK
nepugepruveckoll KpOBH, HAIIPABJICHHAs HA CHU)KEHHE 3aTpar,
YMEHBIIICHUE JUTUTEIEHOCTH MPEOBIBAHUS MAI[IEHTOB B CTAIU-
OHape, CHIDKEHUIO BEPOSTHOCTH OCIOKHEHHH, yMEHBIICHHUS
KpPaTHOCTH CEaHCOB amlapaTHOro nutadepesa, yBETHUCHHS
BEPOSITHOCTU YCHEUIHbIX cOOpoB. B kayecTBe peXUMOB MO-
TOTOBKHM y 00JbHBIX MM B KJIMHHMKE CTaHIAPTHO HCIOJB3YIOT
2 cXeMbl MOOMIIM3AIINH:

1) Huxmodocdan (1,5 r/m?) + durpactum 10 MKr/kr
(32 2 BBeeHHS B CYTKH) C 4-TO JHS MOOWIHM3AINU — Yy TAIH-
eHTOB crapiie 60 JIeT, ¢ OTATOIEHHBIM KOMOPOUAHBIM (DOHOM;

2) Huxmodochan (3 /m™?) + duarpactum 10 MKI/KT
(3a 2 BBenEHUS B CYTKH) C 4-r0 JHS MOOWIM3AIMK — TAIMEHTHI
mitae 60 siet. B HacTosee Bpemst POBOUTCS OTPAabOTKA PEXKHU-
Ma MOOMITH3AIIMH C HCTIOTB30BaHUEM BBICOKHX 103 BHHOPEJIOHHA.

Heab padoTel. M3yunts 3 QEKTHBHOCT PeKIMa MOOWIIH-
3aru ['CK ¢ ncnons3oBanneM cxemsl «BuaopenOun + rpany-
JIOUUTaPHBIN KOJTOHUECTUMYIUPYIOUIHNA (HaKTop».

MarepuaJibl U MeTOAbL. Y 001bHBIX MM npoBOAUTCS MO-
omnmzarmst ['CK ¢ ncrosp30BaHIEM BBICOKUX 7103 BHHOPEIONHA
(35 mr/m?) + ¢unrpactum 10 MKI/Kr (3a 2 BBEICHHS B CYTKH)
¢ 4-ro mHs MoOmnm3anuu, anmapTHei muradepes 'CK Ha 8-
cytku Mobmnusanun. [IpoBogunn MornTOpHHT ypoBHS CD34"
nepudepruvecKoil KpOBH, KOJIMYECTBA JICUKOIIMTOB, KIMHHYE-
CKU 3HAYUMBIX OCJIOKHEHHH B NEpuoa MOOMIM3alUuU, UCCie-
JIOBaHUE CTAHJAPTHBIX XapaKTePUCTUK aQepe3HOro MpoayKra.
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Pe3ynbTarel U o0cy:xaeHue. MoOwiuzanus MpoBeneHa
y 12 6onbHBIX MM B COCTOSIHMM HOJIHOTO MJIM OYEHBb XOPOILETO
YaCTHYHOTO OTBETA. B mepmo MoOMIM3anuy He 0OTMEYEHO reMa-
TOJIOTHYECKOH TOKCHYHOCTH, TeTIaTOTOKCHIHOCTH HU y OTHOTO
manuenTa. Tokcmdaecknit GprueOuT (Ipr BBEJCHUHN BUHOPEIOWHA
gepe3 nepudepudeckne BeHbI) OTMEUEH y 2 marueHToB. [Ipo-
Bomunu Tepanuio HIIBC, mpenaparaMu HU3KOMOJIEKYISIPHOTO
rernaprHa, MeCTHbIMH cpecTBamu. C MOJT0KHUTETBHBIM d(hek-
ToM. Y 1 manmeHTa 3a)MKCHPOBAHO KPAaTKOCPOYHOE YCHIICHHUE
TIPEAIISCTBYIOMNX HeHpomaTHieckux OoJei, morpedoBasiiee
OJTHOKPATHOTO TIPUMEHEHHS HAPKOTUYECKHX aHaJIbIeTHKOB.
MaxcumManeHbli ypoBeHs CD34"-xnetox HaOmomancs Ha 8-#
neHb Moowmsanuu 'y 100% namuentoB. Konebanust ot 87 no
370 knetok B MK (MequaHa 278 kieTok B MKi). KoHlleHTpanus
JICHKOIIMTOB B Iepu(eprIeckoil KpoBH Ha §-if IeHb Kosrebanach
or 12 g0 30,2 x 10°n. 1-it neus tmradepesa — 8-it 1eHL MO-
ommm3armu ['CK y 100% marmenTtos. 3a 1 ceaHc 3aroTOBICHO
or 1,4 mo 20,5 x 10 CD34"-knerox/kr (cpeanee 9,6 x 109/kr).
V 1 mamuedTa 10CTaToYHOEe KOJIMYECTBO KIETOK OBLIO 3ar0TOB-
neHo 3a 2 adepesa (cymmapuo 3,2 x 10°) 1. JIIMTeabHOCTD IIpe-
ObIBaHMS B CTallMOHAPE OT Hayaja MOOWIM3ALUH JO BBITUCKA
xonebanack ot 9 o 10 mHEH.

3ak0ueHue. Pe3yasTaTs! HCCIeTOBAHIS PEKIMA MOOHITH-
3ali¥ C UCTIOIB30BaHNEM BHHOPEIONHA KaK XMMUOTEPATIeBTH-
YECKOT'0 areHTa MpeCTaBIsIeTCs MHTEPECHOU U MePCIEeKTUBHON
B IUIaHE COKpalleHHs 3arpaT Ha 3arotoBky U I'CK, cHmkeHus
BEPOSITHOCTH OCIIOKHCHUH U Oy/IeT MPOIOJDKCHA.
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Kyuma IB.", JlebepeHko C.A2, HukynuHa E.10.2, Lesenb E.H.2, Koznosa J1.K.},
Kpacukosa N.C.2 TanHynnuHa P2

KNMHUYECKOE MPUMEHEHUE POMUITJIOCTUMA
MO HESAPETMUCTPUPOBAHHbLIM MOKA3AHUAM

Kadenpa dakynbreTckol Tepanum n sHgokpuHonorun F’6OY BINO IN6OY BIMNO «OpeHOYyprckuii rocyfapcTBEHHbIN
MeANLMHCKNI yH1BepcuTeT» MuH3gpasa Poccun, 460000, r. OpeHbypr, Poccus; 2femaTonornyeckoe otaeneHne
I'BY3 «OpeHbyprckas obnacTHasa KnuHMYeckasa 6onbHULa», 460000, r. OpeHbypr, Poccun

Hasznauenue nexapcrBennsix cpenacts (JIC) mo Heszaperu-
cTpupoBaHHbIM TIokazanusM (H3IT) mupoko pacrpocTpaneHO
BO BceM mupe. OTCyTCTBHE O(QHUIHMAIBLHOTO pa3pelieHus] Ha
npumenenue JIC 1o onpeeneHHOMY TOKa3aHHUIO B OOJIBIINH-
CTBE CITy4aeB CBUACTEIBCTBYET O TOM, UTO aJCKBAaTHBIC TOKa-
3areybHbIe JaHHbIE 00 ero d((EeKTUBHOCTH M 0€30MacHOCTH
IPU JJaHHOM 3a00JIEBAHUM OTCYTCTBYIOT MJIM HEOCTAaTOYHBI.
IIpumenenue JIC no H3II 3akoHogarenbHO HE 3aIlpeLIEHO.
Bomee Toro, B ompeneneHHBIX CHTYyaIlUsaX, HaIpaBICHHBIX
Ha CIlaceHHe KM3HU ITal[ieHTa OHO MOXKET OBITh OmnpaBJa-
HO. Bropnunas tpombornuronenus (BT) B TskenbIx cirydasx
ABIISICTCA KU3HEYTPOXKAIOMINM CHHIPOMOM, OCOOEHHO €CiH
TpeOyeTcst XUpypriuueckoe BMEIaTesbCTBO. B cBs3M, ¢ yeM
MIPUMEHEHHE MPETapaToB HOBOTO Kiacca — CTUMYISATOPHI pe-
nenropa TpomOomnosTrHa s Kynuposanus BT mpencrasis-
10T 0COOBIH MHTEpEC.

Leap padoThl — PETPOCIEKTHBHO OICHUTH IPPEKTUB-
HoCcTh pomuruioctuma (PIT) Haznagernnoro mo H3IT 7 mamm-
entam c BT.

Martepuaiabl 1 MeToabL. Y 2 601bHEIX (53 1 62 11eT) ocTe-
oaptpo3oM (OA) my 2 (24 u 38 5met) — peBMaTOWJIHBIM ap-
tputoM (PA) 6bu1 HaznaveH PIT nepen sHnONpOTE3MpOBAaHHEM
Ta300eIPEHHOTO CycTaBa ISl KOPPEKIHH TPOMOOIUTOIIC-
HUH, OOYCIIOBICHHOH UINTEIBHBIM IIPHEMOM HECTEPOMIHBIX
MPOTHUBOBOCHAIUTENBHBIX CcpeAcTB. Y 1 OonbHOM (44 ner)

cucreMHOM kpacHoi Borgankoit (CKB) nasnauenune PIT 6bu10
00yCITOBIIEHO HEOOXOAMMOCTBIO TPOBEIACHHUS MACTIKTOMHU
10 TOBOAY HOBOOOPA30BaHUS TPU KOHIICHTPAIUU TPOMOO-
uutoB 15 x 10°/n. Tlpenapar Takke ObLT Ha3HAYCH MO JKU3-
HEHHBIM TTOKa3aHusM 2 001bHBIM (35 1 41 Tosa) ¢ AMarHo3omM
BUY-undekuu [V KIMHUYECKON CTaanu, ISl KYITUPOBAHUS
reMOppParuueckoro CHHApPoMa (TpoMOOLUTE MeHee 5 X 10%/1).
PII HazHayamm B 103€ OT 3 10 5 MKI/KT.

PesysabTaThl U 00Cy:KIeHUe. Y 5 OOJbHBIX, KOTOPBIM
TpeOOBaJIOCh XUPYPIUYECKOe JIeUCHHE, OJTHOKPATHOE BBEZC-
uHue PII mo3BONMIIO MOBBICHTH COAEpIKAHHE TPOMOOITUTOB C
20-30 x 10%/1 g0 280-380 x 10°/1 ¥ IPOBECTH YCIEIHOE XH-
pyprudeckoe siedenue. 13 5 6onpHbBIX, y 1 — nocie MacTakTo-
mun, PI1 BBOImIM MOBTOpHO Yepe3 4 Hen, TIPU CONepKaHUU
TpomboIToB MeHee 35 x 10°11, mepen HauaioM JIydeBOM
teparnuu. Y 2 nanueHtoB ¢ BUY-undekuneii exenenenpHoe
BBezeHne PI1 mo3Bommito KymupoBaTh TeMOPPAarndeCcKuil CHH-
JIPOM, TIOBBICHTB COZIEpXKaHHe TPOMOOIUTOB ¢ 5 x 101 1o
80-120 x 10°1 1 MPOBECTH aHTUPETPOBHPYCHYIO TEPAITHIO.
Hexxenarensaplie siBneHus Ha PI1 y manueHTOB HE OTMEYCHBI.

3akaouenne. PIT BBommIM 110 KM3HEHHBIM ITOKA3aHUSM,
OH TOKa3ay xopoinyw 3¢dekruBHocTh y 60nbHBIX ¢ BT Ha
¢one CKB, BUY-undexnmm, a Takke MMO3BOIII HMPOBECTH
SHAOMPOTE3UPOBAHNE TA300€IPEHHOTO CycTaBa y 4 TalueH-
ToB ¢ OA u PA.

JNaBpos A.B."?, Agunbrepeesa 3.1.", CvmpHuxunHa C.A.', Yenbiwesa E.I0.3, LLyxos O.A3,
Uayp IA.**, TypknHa A.l'3, Kyues C.A.12

ANOOEPEHLUAJNIbHAA SKCMPECCUA MUKPOPHK KAK MPOTHOCTUYECKUNA
OAKTOP SOOEKTUBHOCTU TEPATNNU BOJIbHbIX XPOHUYECKUM
MWENOUAHBbIM JIENKO30M

T OrBHY «MepmKo-reHeTUYecknin HayuHbln LeHTp» OAHO Poccum, 115478, r. Mocksa, Poccus; *OIBY «Poccuiickinin

Hay4HO-M1CCNeaoBaTeNbCKUin MHCTUTYT rematosnoruu 1 TpaHcdysuonorun» ®MBA Poccnn, 193024, r. CankT-TeTepbypr,

Poccua; *OIBY «lemaTonornyecknin HayuHbln LeHTp» MuH3sgpasa Poccun, 125167, r. Mocksa, Poccus; “TBY3 CO
«ObnacTHana feTckasa KnnHuYeckasa 6onbHuua N21»; STAY3 CO «MHCTUTYT MeAULIMHCKNX KNETOYHbIX TEXHONOMIA»

XpoHuueckuii MuenouaHbIi neitko3 (XMJI) pasBuBaetcst
B pesyiabrare Tpanciokanun t(9;22)(q34;q11.2) u obpazosa-
HusL xuMepHOro reHa BCR-ABL. AKTHBHOCTH KOTUPYEMOM
UM HecnenuprIecKol TUPO3MHKUHA3BI CYUTAETCS OCHOBHOM
MIPUYMHON 3a00JIeBaHus. DTO MOATBEPXKIACTCS yClleXaMu B
nedernd XMJI ¢ TOMOMIBIO TapreTHBIX HHTHOUTOPOB THPO-
suHknHa3 (UTK). Onnako y wactu (10-25%) nmarueHToB OT-
BeT Ha Tepanuio UTK pasuBaercst memnenHo (slow respond-
ers) WM BOBCE OTCYTCTBYeT (non-responders).

Lesas padorsl. C 11e71pI0 MOUCKA IPUYUH U BO3MOMKHBIX
MIPOTHOCTHYECKUX MapKEPOB PAa3JIMUMi B OTBETE HA TEPAITHIO
MBI TpoBenH uccnenoBanme sxcnpeccuu 800 mukpoPHK B 06-
pasiax KpoBH, B3STHIX y IAITUEHTOB /10 Hauasa Tepanuu MTK.

Marepuansl u MetTonbl. [IpodunmpoBanne sKcrpec-
cur MUKpoPHK' BBIOTHEHO ¢ MCMOIB30BAHUEM TEXHOIOTUU
Nanostring, u Habopa nCounter miRNA Expression Assay
(Nanostring Technologies, CIIIA). beum oToOpans! 6 nanu-
€HTOB C ONTHMAJILHBIM OTBETOM Ha TEPAITHIO U 6 MAMEHTOB C
HeyJadel Tepanuu cornacHo kpurepusm ELN2013.

PesyabTarsl U 00cy:xkaenue. B pesynprare skcrpeccu-
OHHOTo aHanu3a BeisBIEHO 17 MukpoPHK ¢ pasnnunoii skc-

npeccueil B AByX rpymnmnax 0onbHbIX (p < 0,05). Haubombrmas
pasHHMIa dKCIIpeccun B 26 pa3 nokazana juist hsa-miR-4286.
OrneHKy (QyHKIIMOHATBHOW POJH PAa3TUIAN B AIKCIPECCHU
MukpoPHK mpoBenu ¢ mpuMeHeHHeM NpOorpaMMHOTO o0e-
cneuenunst DIANA tools. /laHHBII nakeT NporpamMM IMo3BOJISIET
MIPOAHAU3UPOBATH B3aNMOCBSI3U T€HOB, PErYINPYEMBIX OTO-
opannbiMu MukpoPHK. B pesynbrare ananu3za BoisieieHo 40
nyteii 6a3p1 KEGG, oboramieHHbIX TeHaMH, PerynpyeMbIMU
nmauaaeivMa 17 mukpoPHK. Cpenn mytelt mHanbonee 3HaYNMO
(»=9,5 x 10') oboramien myts «ITyTn mpu pake» (hsa05200),
B KOTOpPOM 27 TeHOB B3auMoJecTBytoT ¢ 7 u3 17 mukpoPHK.
Taxoke cpenn 0OHApYKEHHBIX ITyTel MOYKHO OTMETHTH «Xpo-
HUYECKHU MHUETOUIHBIN Jieiiko3» (hsa05220) (p = 0,00018),
B koTopoM 8 reHoB B3aumoneicTByror ¢ 4 mukpoPHK un
«Ocrtpsrrit MuenouaHbI Jeiiko3» (hsa05221) (p = 0,04), B xo-
TopoM 4 reHa peryiupyrorcs 3-ms MukpoPHK.

3akarouenne. JuddepeHnmansHo IKCIpeccupoBaHHbBIE
MukpoPHK, Bkimrouas hsa-miR-4286, MoryT OBITH TpOTHO-
CTUYECKUM MapKepaMH OTBETa Ha TapreTHyo Tepanuio XMJI,
a TakKe JaTh KIIOY K MOHUMAaHMIO MATOreHe3a KIMHUYECKON
rereporeHHocTr XMJL.
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Nasopko H.C.", Jlomama E.IY, 3apuuknin A.1O.', LLlysaes B.A.2, MapTbiHkeBuY U.C.2, QomuHbix M.C.2,
OBcaHHMKoBa E.I", Coutsakosa E.W.", MaTioxnHa H.M.", MautonaiteHe E.P3, Abgynkagbipos K.M.2

3OOEKTUBHOCTb UHTUBUTOPOB TUPO3UHKUHA3 BTOPOIO MOKOJIEHUA
B KAYECTBE TPETbEV JIMHUW TEPANUN B XPOHUYECKOI OA3E
XPOHUYECKOIO MUEJIONIENKO3A

'OIBY «CeBepo-3anafHbiii defepanbHbIi MeAULUHCKUN NCCnefoBaTeNbCKNiA LieHTp um. B.A. Anva3oBa»,
197341, . CankT-MNeTepbypr, Poccus; 2OIBY «Poccnincknin HayYHo-nccnefoBaTeNbCKUI UHCTATYT reMaTonorin u
TpaHcdy3smnonorumn» ®MBA Poccun, 193024, r. CaHkT-MeTepbypr, Poccus; 3rbOY BIMO «Mepsbin CaHKT-MeTepbyprckuin
MeAVNLNHCKINIA yHUBepcuTeT nm. akaa. W.IN. Masnosa» Muxsgpasa Poccun, 197376, . CaHkT-MNeTepbypr, Poccusn

[MosiBienne narnouTopoB THpo3uHkuHa3 (UTK) 3naunmo
YBEJIMYMIIO BEDKMBAEMOCTD TTAIIIEHTOB C XPOHUUECKOH (a3oii
(X®D) xponmdeckoro muenoneikosa (XMJI). OnHako, OKOJI0
MTOJIOBHHBI MAIEHTOB IO Pa3HBIM HPUYMHAM MPEKPALIAIOT
tepanuio umatnauoom (UM). 2-g aunust teparmu UTK a¢-
(dexTrBHA HEe 6oee ueM y 50% OOMBHBIX C PE3UCTEHTHOCTHIO
WM HEMepeHOCHMOCThi0 M. DTuUM manueHTam IMoKazaHa
aJJIOTEHHAsl TPAHCIUIAHTALMSI T€MOMOATUYECKIX CTBOJIOBBIX
kieTok (amro-TI'CK), HO BBITOTHUTE ee yaaeTcs He BCerna.
AnwrepHaruBoit amno-TI'CK siBisiercss mpoBeaenne 3-i Ju-
Huu tepanun UTK.

Leas padoThl — onieHUTH 3(H(HEKTUBHOCTH 3-if IMHUM Te-
paruu UTK y manenTos ¢ XD XMJIL.

Marepuansl 1 MeToAbI. B nccrnenoBanue BKIOYeHsI 53
nauguenTa ¢ XMJI X® ¢ pe3ucTeHTHOCTbIO WIIM HEIEPEHOCH-
MocThio 2-Xx UTK (MM B 1-ii nmuHuyM 1 110001 Ipyroi Bo 2-i).
Hunornuu®, nazatnHu® m 603yTHHUO NMPUMEHSUIUCH B 3-if
muann Teparmmu y 18 (33,9%), v 30(56,6%) n'y 5(9,4%) mna-
LUEHTOB COOTBETCTBEHHO. Meanana AIUTEIbHOCTH Teparuu
3-it muanm O6buta 21 (1-67) mec.

Pesyabrarsl m o0cy:xkaenue. Ha MoMeHT Hauana Tepa-
Uy ToNHBINA rematonorndeckuii otBet (I11'O) oTcyTcTBOBAN

y 19 (35,8%) u3 53 mauuentoB. Cpeau 60mpHBIX ¢ [11'0O HA MO-
MEHT Hadasia Tepanuu uuroreHerndyeckuit orset (LII'O) otcyT-
crBoBan y 11 (36%) u3 34 marpenToB. Manslii + MUHIMAITh-
werid L{I'O, 6onpmroit II'O (BIII'O) u nomwenii IO (TTLTO)
ormevanuch y 8 (15%), y 8(15%), y 7 (13%) u3 53 nanueHToB
coorBercTBeHHO. [II'O m BUI'O Bnepsbie nocturHyTsl y 16
(84%) m3 19 my 9 (23%) u3 38 manmeHTOB COOTBETCTBEHHO.
Oo6mas gacrora [TLI'O cocraBuna 17 (32%) u3 53. Bonbmioit
MOJIEKYJSIPHBIA OTBET AOCTUTHYT y 6 (35%) u3 17 manmenToB
¢ IIII'O u ocTaBancs cTaOMILHBIM BECh TIEPUO HAOTIONEHMS.
Teparust 3-it munueit UTK npekpamena y 21 (40%) n3 53 na-
LIUEHTOB, J0JIsI OTMEHBI 10 HETIEPEHOCUMOCTH ObITa HU3KOH — 5
(24%) u3 21 6ompHBIX. [Iporpeccust B a3y axceneparmu (DPA)
1 OnacTHBIA KpU3 Ha (OHE TepaIMu WM TOCIIe €€ OTMEHBI 3a-
¢uxcuposana y 10 (18%) u3 53 marmenToB. Amno-TI'CK mpo-
BejieHa y 6 marueHToB B niepBoit XD uy 1 — B @A. Ymepnu 15
(28,3%) n3 53 6ombHbIX: 10 oT mporpeccun XMJI, 3 ot ocnox-
sernst amuio-TT'CK, 2 oT cormyTcTByrOIIIX 3a001eBaHAH.

3akmouenne. 3-s muaus tepanun MTK Moxker ObITh 3¢)-
(heKTHBHOM y YaCTH MALUEHTOB CO 3HAUYUTEILHBIM aHAMHE30M
TIPEATICICHHOCTH, HO € MPUMEHEHHE IeJIECO00pa3HO TOIBKO
MIPU HEBO3MOXKHOCTH mpoBenenus amio-TI'CK.

JNeoHTbeBa AA., lémunHa E.A., PabyxuHa KO.E., TymaH .C., Tpodummosa O.M.!, CotHuKoB B.M .2,
JNapwvoHoBsa B.B.", MapamoHoBa E.B.', MyxoptoBa O.B.3, AcnaHugu W.M.3, Manykosa B.A3, OcmaHoB E.A!

MPOMEXYTOYHAA N3T U EE KNTMHUYECKOE 3HAYEHUE
NMPU NEYEHUU PACMTPOCTPAHEHHbBIX CTABUA INMM®OMbI XOAKKUHA
MO MHTEHCUBHOI NPOrPAMME EACOPP-14

'®OIBY «PoccuinicKmnin OHKONOrMYECKMI HayuHbIN LeHTp um. H.H. BnoxnHa» Munsgpasa Poccun, 115478, r. Mocksa,
Poccus; 2OIBY «PoccuiiCKmin HayuHbIl LeHTp peHTreHpaguonorum» MuHsgpasa Poccum, 117997, r. MockBa, Poccus;
3QIBY «HayuHbIli LeHTp cepreyHo-cocyancTon xupyprium nm. A.H. bBakynesa» Muxsgpasa Poccuun, MockBa

HccnenoBanme A.Gallamini (2007) moka3zano BBICOKOE
nporHoctuueckoe 3Hadenue [19T nocne 2 nukios (1) monu-
xumuorepanuu (I19T-2) no cxeme ABVD npu pacnpocrpa-
HEHHBIX cTanusax JuMbombl XomkkuHa (JIX) 1 BBI3BaIIO THC-
KYCCHUIO O TaKTHKe jedeHus: HadynHaTth ¢ ABVD u unTeHCH-
($UIMpoBaTh MPH MOJOKUTENBHBIX pe3yabrarax [19T-2 nim
HaguHaTh ¢ mHTeHCHBHOTO BEACOPP 1 neackanmpoBats mpu
orpunarensuoit [19T-2.

Heab padorel. OueHuTs KnHUYeckoe 3Hauenue [19T-2
IIpH JIEYEHUHU pacnpocTpaHeHHbIX cTraauil JIX mo uHTeHcus-
Hoii mporpamme EACOPP-14.

Marepuanasl u Metonbl. C nekabpst 2009 1. mo nexadbphb
2013 . B POHI um. H.H. Broxuna 19T go Hauana neueHus
u [19T-2 BeimonHeHa 36 OONBHBIM € BIIEPBbIE YCTAHOBIEHHON
JIX u pacnmpocTpaHEHHBIMU CTaJUSMH, KOTOpbIE MOITydaau
negerne 1o nporpamme 6 11 EACOPP-14 (stomosmn, ampu-
Omactur 50 mr/m?, nmkmodochaH, BHHKPHUCTHH, HATYIaH,
npeanuszonon) + JIT (30-36 I'p) — nporokosn JIX Mocksa 1-3.
Mennana abmronenns 38 mec. Merabonnueckas akTUBHOCTD
mpu [I9T-2 oueHuBanach TOIBKO MO 3aKJIIOYEHUSIM CIICIHA-
suctoB 1o [I9T-nuarnocruke. [IpoBeneH kKIMHUYECKU aHa-
T3 HEMOCPEICTBCHHBIX U OTJAJICHHBIX PE3yIBTaTOB JICUCHUS.
Herarusabivu pesyasratamu [19T cuntanuce 3akitodeHus, B
KOTOPBIX OJIHO3HAYHO JIETIaJICSI BBIBOJ 00 OTCYTCTBHU METa00-

54

JTMYECKON aKTUBHOCTH BO BCEX 30HAX MCXOIHOTO TTOPaKCHNS,
BBISIBIICHHOTO 10 pe3yasraraM 19T 1o mavana nedenus. 3a-
KITIOYEHUS], B KOTOPBIX OTMEYAJIOCh TOJIBKO CHU)KCHUE MHTCH-
CHBHOCTH HAKOIUICHUS M30TOIA WJIM €T0 YPOBEHb OCTaBAJICS
BBICOKUM cunuTaiguch [19T nmo3suTUBHEIMU.

Pesyabratel n o6cyxnenune. [I9T-2 Obuta HeraTMBHOHU y
25(69,4%) n3 36 6ompHBIX, mo3uTHBHON — y 11(30,6%). Ye-
TBIPEXJIETHSISI BBDKMBAaeMOCTh Oe3 rporpeccupoBanust (BBIT)
B TpYIIE C HETaTUBHBIMU DE3yNbTaTaMU IPOMEKYTOUHOMH
II9T cocraBuna 100%, a B rpynme ¢ HAKOIUIEHHEM H30TOIIA
81,8%; p=0,032.

3akiiouenne. OTo HEOOJIBIIOE WCCIEIOBAHUE IOJ-
tBepknaetr mMHeHNe GHSG (P.Borchmann, 2014), uro Ha-
YaJio Je4eHusl pacnpocTpaHeHHbIx craauil JIX cpasy ¢ un-
teHcuBHOM nporpammbel (EACOPP-14) u ero matreHCHBHOE
MPOAOJDKEHUE TIPU TIONOKHUTENBHBIX pesynpraTtax [19T-2
Boicoko 3 ¢dextuBHo (4-BBIl nmocturma 81,8%). Taxas
TaKTHKa MMEET NPEHMYIIECTBO IEpe CTpareruel crapra
¢ ABVD c mocnenyromeii mHTeHCH(UKANEH TONBKO TIPU
MOJIOKUTENbHBIX pesyasrarax [19T-2, mpu xotopoii 2-BBII
cocraBwia yumb 60% mo manusM A.Gallamini (2011) u
P. Johnson (2015). OmHako TPOTHOCTHYECKOE 3HAYCHHE
PET-2 coxpansiercsi U Ipy TaKTHKE WHTEHCU(HUKALUU Tepa-
iy “upfront” (p = 0,032).
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Jlncuna ET., Cnoppauna H.T., CuntotnHa A.A., Cengepea O.M., borgaHos K.B., by tbiinH M.A.,
Jlomawma E.I, 3apuuknin A.LO.

BJIIMAHVE MYTALMOHHOIO CTATYCATEHOB JAK2 N CALR
HA PA3BUTUE TPOMBOTUYECKNX OCNIOXKHEHUIA
NPN 3CCEHUUNAJIBHOM TPOMBOLUTO3E U MUENNOOUBPO3E

'OIBY «CeBepo-3anagHbiin GpefepanbHbIi MEAVULNHCKIA NCCNefoBaTenbCckin LeHTp um. B.A. AnvasoBa», 197341,

r. CaHkT-TNeTepbypr, Poccus; 2BY «PecnybnnkaHckan kKnuHuyeckaa 6onbHuLa» MuH3gpasa YyBalickoi Pecny6nmku,

428018, r.4eb6okcapbl, Poccus; *TBY3 MipkyTckasa opaeHa “3Hak nouéTa” obnactHaa KnuHnyeckaa 6onbHuLa, 664049,
r. MpkyTck, Poccua

B 2013 r. myTamust rena CALR Oblia BBISBIEHA C 9acTO-
TO oT 67 1o 88% y MalMEeHTOB C ACCEHIMAIBHBIM TPOMOO-
mutozoM (OT) m mepBuuabM Muenopudopozom (IIMD), e
MMEIONMX U3MeHeHn B reHax JAK2 win MPL. MyTaHTHBIH
reH CALR axtuBupyet JAK-STAT curHaibHblil myTh B MU-
CIIONITHBIX KIIETKaX. MeXIyHapOIHBIC TaHHBIC O CPAaBHCHHUU
KIIMHUYECKUX MPOSIBIEHUH Tpym 60mbHBIX XMII3 ¢ pa3HbiM
MOJICKYJIIPHBIM CTaTyCOM HOCHT MPOTUBOPCUUBBINA XapaKTep.
HecMmotpst Ha maHHBIE O PEOKOM BCTPEUACMOCTH BEHO3HBIX
TpoMO030B y manueHToB ¢ mytanue CALR, HEKOTOPbIE HC-
CJICZIOBATEIIM HE BBISBIISIOT CYIICCTBCHHBIX Pa3IHuYUil B pa3-
BHUTHUH BEHO3HBIX TPOMOO30B U prcKa (PHOPOTHICCKON TpaHC-
dbopmaruu. Tem He menee, pu IT u [IM® noareepknaeTcs
MOJIOKUTENIbHOE BIUsiHME MyTanuu reHa CALR Ha BbIKHUBae-
MOCTh. TakuMm 00pa3oM, KIMHIYECKAs 3HAYUMOCTD MYTAI[HH
reia CALR npu MuenonpoaudeparuBHBIX 3a00CBaHUIX
OCTAaEeTCsl HEACHOM.

eab padorbl. OUEHUTh KIMHUYECKUE XAPAKTEPUCTUKHU
3aboneBanus y manueHToB ¢ DT u [IM® B 3aBUCUMOCTH OT
Hannuusg myTtanuil B renax JAK2 u CALR.

Martepuanabl 4 MeToabl. O0pa3msl nepudepuaeckoii Be-
HO3HOU KpoBH mosy4ensl oT 101 manuentos ¢ 3T (n = 50) u
[IM® (n = 51), OblIM ouleHeHsl Ha skcnpeccuto JAK2V617F
MeTO/IOM TroimMepa3Hoit nermHoi peakuuu (I1LIP) B pexime
peanbpHOTO BpeMeHu. MyTaruto B rene CALR onpenemnsium mMe-
TOZOM Sanger CeKBEHUPOBaHMUS.

Pe3yabraThl U 00cy:kaeHue. Meauana Bo3pacta 00Ib-
HBIX cocTaBuia 54 rona. JAK2 TO3UTUBHBIMH OKa3alUCh
27 (52,9%) 6onbubix [IM®, 24 (48%) — OT. Myranus B
reie CALR oGnapyxeHna y 19 (38%) Oonpupix OT u 17
(33,3%) — IIM®, u3 Hux nenerus B reie CALR BBISBICHA
y 31 nauuenra (y 17 npu 3T, y 14 npu [IM®), uncepuus
— Bcero y 5 6ompHBIX (y 2 pu OT, y 3 mpu [IM®). Ha-
TUYRe TPOMOOTHUECKUX OCIOKHEHUH npu myTtaruu CALR
Habmonanock y 7 6onbHbX (y 3 npu OT u 'y 4 npu [IM®D).
B rpynme JAK2-103UTHBHBIX TAIIUEHTOB TPOMOOTHIECKHE
OCJIOXKHEHHUS oTMeueHB! Yy 9 maruenToB (y S mpu 9T nuy 4
npu [IM®). [TannenTs! HeraruBHble N0 MyTanusaM JAK2 u
CALR coctasunm 1o 13,7% u 14% nipu [IM® u 3T, B aToi
TpyIIe TalUeHTOB TPOMOOTHYECKIE OCIOKHEHUS HE 3ape-
TUCTPUPOBAHBI.

3akurouenne. ITo o6paboTaHHBIM TaHHBIM HaMHU HE BBI-
SBJICHO 3HAUYUMOHN KOPPEJSIIUU MEXKIy YacTOTOH pa3BUTHSA
TpoM6030B U ctatycoM reHoB JAK2 u CALR nipu [IM® u OT.
Jns w3ydeHus mporHoctudeckor 3Haunmoctu CALR, Bius-
HUS HA YacTOTY PA3BUTHS TPOMOOTHYECKHX OCIIOKHEHHH U
JIpyrHe KIMHUYECKHE JJaHHbIe, B HAIIEM MCCIIeI0BAaHUHN HE00-
XOIMMO (TIITAaHUPYETCsl) AajbHelinee HabIIoAeHIE TAlEHTOB
C OIICHKOH 00111e# OecrporpecCuBHON BEIKMBAEMOCTH, KOJIH-
4ecTBO TpaHc(opMaluii BO BTOPUYHBIA MHEIOPHOPO3 roce
OT u B OCTpHIii JICHKO3.

JlormHoBa M.A., NapamoHos .B.

HOBDbIE HLA AJUJIEJIU B POCCUMCKUX NONYNALMAX

OIBY Poccnincknii MeAULIMHCKNIA HayYHO-NPOV3BOACTBEHHDBIN LieHTp «Pocnnasma» ®MBA Poccum, 610002, r. Knpos,
Poccua; ®IBYH «KupoBcKuin HayyHO-UCCnefoBaTeNbCKUIA MHCTUTYT FeMaTonornm 1 nepennsaHus Kposu» GMBA
Poccun, 610027, r. Knupos, Poccua

UYenoBeyeckue JIEHKOIMTApHBIC AHTUICHBI SIBIISIOTCS
Haubonee MOMMMOP(HBIMHI JIOKyCa-MH B T€HOME YeJIOBEKa.
ITo nanubiM Komurera mo nomenkiarype ¢axropos HLA-
cucremel BO3 (The WHO Nomenclature Committee for
Factors of the HLA System) ua stuBaps 2016 1. moxycs! I kiac-
ca npenctasnens! 10 297 annenamu, II kmacca — 3543.

Leas padoThl. V3ydeHNnE TEHETHYSCKOTO Pa3sHOOOpa3us
reHoB cucteMsl HLA B poccHiCKMX TOMYSISLUSX.

Marepnanasl u Metoanl. IIposeneno HLA-tunuposanue
nokycoB A, B, C, DRB1 metomom cexkBenupoBanus (“Abbott”,
CIIIA) B pa3pemieHnu OT cpeHero K BEIcokomy 27 932 obpas-
na JIHK, mosy4eHHBIX OT MOTEHIHAIBHBIX JOHOPOB I'eMOIIO-
sTrdecknx cTBOJIOBBIX KieTok (I'CK) Kuposckoro peructpa,
TpuBJICYCHHBIX B 14 permonax Poccuiickoit @enepannu. s
MOJTBEPIKCHUS HOBBIX aJliejIel ObUIN MCIIOJIb30BAHBI TEXHO-
noruu nupocekseHupoBanus (“Rosche”, Iseiinapust), NGS
(“GenDx”, Hunepmanps ), MOHOAIJICIFHOTO CEKBEHUPOBAHHUS
(“PROTRANS”, I'epmanus).

PesyabTarbl u 00cyxneHue. B xone npoBeneHHBIX HC-
ciieloBaHUH BbIABICHO 48 HOBBIX awtend. [lo maHHBIM Ha
31.12.2015 21 HOBBII aIs1eb 3aPETrUCTPUPOBAH MEKIYHAPO/I-

HeIM KomureTom mo HomeHkIarype pakropoB HLA-cucTemMsbl
BO3: 9 — mo nokycy A, 6 — o nokycy B, 2 — mo nokycy C,
3 —no nokycy DRBI, 1 — no nokycy DQB1. MHTepecHO 0T-
METUTbh, YTO HEKOTOPbIE U3 YKa3aHHBIX ajulesieil ObUTH BBISB-
JICHBI Y HECKOJIbKUX UEJIOBEK, HESIBIISIFOIMXCS POACTBEHHHKA-
Mu: A*26:106, B¥57:78, B*¥27:133, A*24:314, BbISIBICHHBIC Y
2,2,2 u 13 yenoBeKk COOTBETCTBEHHO. DTO CBUIETEIIbCTBYET
HE O CITy4aifHbIX MyTalusX B T€HE, a O LUPKYIALUH JTaHHBIX
ajulelel cpeny IpPENCTaBUTENICH POCCUNCKUX IOIYJISILIUM.
Emie 20 HOBBIX ajienieil HAaXOISATCS Ha pa3jiIMuYHBIX dTanax
pEeTUCTpaIH, a emie A 7 HOBBIX ajuleneill madbopaTopus He
MeeT BO3MOXKHOCTH MOJIyYUTh MOCIEI0BaTEIbHOCTh HOBOTO
AJIJIETIs OT/ICNBHO OT YK€ U3BECTHOTO.

3akJiroueHne. [IpoBesicHHBIC HCCIIEIOBAHNS TOKA3bIBAIOT
aKTyaJlbHOCTh JaNbHelero usydeHus pasHoobpasus HLA-
aiyenei y mpeicTaBUTeNeH pasIMYHbIX POCCHUMCKNX TOIY-
JSIUH U pacIIupeHus reorpaduu peKkpyTHPOBaHHS TOTEHIIH-
anbHbIX JIoHOpoB I'CK, 4ro mo3BonuT yBesnnuuTh 3 HeKTrus-
HOCTh Tmombopa noHopoB I'CK s manueHTOB pOCCHHCKUX
KIMHUK, HYXJAIOUIUXCS B TPAHCIUIAHTALMH aJUIOTCHHBIX
I'CK.
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JNlyxkHoBa H.H.!, Capaesa H.O."? Hukutuna 10.B.", AHgpeesa E.O.", BockpeceHckas H.A.

FMNEPATPEFALLMOHHbIA CUHLPOM,
KAK BOSMOXHAA MPUYNHA TPOMBO3A COCYAUCTOrNo AOCTYINA
Y NAUMEHTOB, HAXOAALWMNXCA HA NTPOrPAMMHOM rEMOANAJIN3E

3TBY3 UpKyTcKkas opaeHa “3Hak Nouéta” obnacTHasa KnuHmyeckas 6onbHuua, 664049, r. UpkyTck, Poccns; 2FrbOY
BMO «MpKyTcKuin rocynapCTBEHHbIN MeANLMHCKNI yH1BepcuTeT» MuH3gpasa Poccnu, 664003, r. VipkyTck, Poccua

Tpom603 cocymuctoro noctyna (TCJl) y 60NbHBIX ¢ Tep-
MHUHAJIBHOW ITOYEYHOW HEAOCTATOUYHOCTHIO, HAXOMASIINXCS Ha
MIPOTPAMMHOM TeMOIHAIIN3E, SBISIETCS BAKHON KITMHAYIECKON
npobiemoii. Cpenu Bo3MOXKHBIX (akxtopoB pucka TCI pac-
CMaTpUBAETCsl THIleparperalioHHbIA CHHAPOM.

Henas padoTtsl. [IpoBecTr KITHHUKO-Ta00paTOPHBIE TTApaI-
nemn mexay TCJl u akTUBanme cocyucTo-TpoMOOITUTapHO-
TO reMocTasa y MalHeHTOB, HaXOJSIIUXCsl Ha TPOrpPaMMHOM
reMOTHAITH3E.

Marepuajbl U MeTOAbI. B uccnenoBanue BKITIOUEHBI 82
MAUEeHTa C TEPMUHAIBHON TI0Y€4HOI HEI0CTaTOYHOCTHIO, MO-
JYyYaBIIMX TIPOTPAMMHBIN TeMOJHMAIN3 B OTJACIICHUH THATTH3a
I'BY3 «MMIOKbB» ¢ suBaps 2012 1. mo nexadps 2015 . B 3aBu-
CHMOCTH OT COCTOSIHHSI COCYIMCTOTO JIOCTYIIa MAIMEHTHI ObUTH
paszzaeneHsl Ha JiBe rpynmsl. B 2-1o rpynny Birouniau 45 nauu-
entoB ¢ TCJI, Bo 2-to rpymmy — 3 7nammenToB 6e3 TC. [pymnms
OBLIM CONIOCTaBUMBI 110 Bo3pacTy. CTereHs arperainy TpoMoo-
UTOB, HHIyIMpoBaHHOH A /1D 1 aipeHaTMHOM, OIIECHHBAIH IO
METOAY, OCHOBAHHOMY Ha YMCHBIICHHUU ONTHUYECKOHN IIOTHO-
cTr 00pasia oborameHHoH TPOMOOIMTaMH TUIA3MBbI TIPH TIepe-

MemuBaHun ¢ uHIykTopamu arperamun (3.C. bapkaran, A.Il.
MomorT), Ha aHajM3aTrope arperan TpoMoonnuToB AggRAM
(Helena Laboratories Corp.). HopmanbHBIE MpeIenbl aKTHBHO-
CTH arperarmoHHOro Mpolecca TPOMOOITUTOB ¢ J00aBICHUEM
AJ1® cocrapmsiror 55-65%, ¢ aapenanmaom — 50—-60% (ycio-
B BBITIOTHCHUSI METOIUKH CTaHAAPTU3UPOBAIN B J1a0OpaToO-
pru remoctasza I'bY3 «MMOKb»).

Pesynabrarel U obcy:xkaenue. B 1-if rpynme Meauana
arperaru TpoM6oruToB ¢ AJI® cocrasuma 77,5%[56,3;88],
BO 2-ti — 53%[28,5;71,7]. Arperanust TpoMOOITUTOB C ajpe-
HaJMHOM B 1-ii rpymme Obuia 69,4%][53,9;85], Bo 2-ii —
53%[26,3;72,8]. Ilpu cpaBHEHNHU ABYX TPyMIl yCTAHOBICHO,
yto B 1-ii rpynmne namuentoB ¢ TCJl arperanus TpoMOOIH-
ToB ¢ AJI® ¥ agpeHasMHOM ObUlAa CTATHCTHYECKH 3HAYUMO
BEIIIE, YeM Bo 2-if rpymme maruentos 6e3 TCH (p = 0,0004
u p = 0,009 cOOTBETCTBEHHO).

3akmouenne. ['uneparperaiOHHbIN CHHIPOM, OOHAPY-
JKeHHBIH y mareHToB ¢ TCJ] MoxeT OBITh pacIieHeH KakK BO3-
MokHast npuunHa TCJ] y manueHToB, HAXOASIIMXCS Ha MPO-
rpaMMHOM TeMOJIHaJIN3e.

Jlanrysos A.B., LepctHeB @.C., KannHnHa CJ1., YTemos C.B., BeTowkuH K.A.

TPOMBO3JIACTOIPAOUNYECKUIA KOHTPOJIb 9OOEKTUBHOCTU NPUMEHEHUA
KPUOKOHCEPBMPOBAHHOIO KOHUEHTPTATA TPOMBOLIUTOB
Y BOJIbHbIX TEMOBJIACTO3AMUA

OIBYH «KnpoBCKMI HayYHO-NCCNe0BaTENbCKUA MHCTUTYT reMaTonorum u nepenveaHua kposu» ®MBA Poccun,
610027, r. Kupos, Poccusa

[IpumeneHne TPOMOOLMTHOTO KOHLEHTpATa SBISETCS
HEOTHEMJIEMOI YacThIO CONPOBOJUTENBHOM Tepanuu y ma-
IIUECHTOB C 3a00JICBAHUSIMU CHCTEMBI KpoBH. B psie cirydaes
HEBO3MO)KHO 00€CHEYNTh CBOEBPEMEHHYIO 3aMECTUTEIBHYIO
Tepanuio HaTUBHBIM KoHIeHTparoM TpomOouutoB (KT), Ha-
npuMep, y OOJIBHBIX B JIeOI0TE OCTPOTO JIeiKo3a, IPH HaJHU-
YUM y TAIUEHTA PEJKOH TPyIbl KPOBH, B SKCTPEHHBIX CHU-
Tyanusx. AJITEpPHATHBOH STOMY SIBJISETCSI HCIIOJIb30BaHHE
KPHOKOHCEPBHUPOBaHHOTO KoHIIeHTpara TpomborTos (KKT).

Heab padoTbl. OLEHNTh U3MEHEHNS BA3KO-3IACTHYECKUX
CBOMCTB crycTka kpoBu nocie nepenuBanusi KKT ¢ 3amectn-
TEJIFHOHM LENbI0 MPU TSDKEJIoW TpomOoruronenun (4-s1 cre-
neHs 1o CTC-NCIC), ucmomns3ys oKa3zaTeIn TPOMO0dIacTo-
rpaduu (TOT).

Marepuanabsl u mMetoasl. [logcuer konmuecTBa TpomOO-
mutoB u TOI-mccnenoBanne BBITOMHEHO y 15 OONMBHBIX Te-
MoOnacrozamu, nonyuuBiimx tpancdysun KKT. Tlokazanu-
smu K Tpancysun KKT Obutn Hanmm4me reMopparneckoro
CHHAPOMA W/WIM CHI)KCHHE KOIMYECTBA TPOMOOIIMTOB MEHEe
10 x 10%/11, HeOOXOAUMOCTH MPOBEICHHS HHBA3UBHBIX MaHHITY-
TS| Tpu ypoBHE TpoMOonuToB Menee 20 x 10°/m u orcyT-
ctBue HatuBHOTO KT. Vcmonmp3oBamm meuebnyro nosy KKT B
TedeHre 30 MUH TOCNIE pa3MOpPaKUBAHUS (KPHOKOHCEPBAHT
«Tpombokpuonmary). Iloacuer koanyecTBa TPOMOOIUTOB TIe-
pudeprdaeckoii KpOBHU U OIEHKY Mmoka3ateneit TOI mpousBoau-
JIM 10 TpaHC(y3HMH U Ha CIEAYIOMINI JIeHb TT0CIE MPOLEIYPBI.
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TOI'-nccnemoBanre 0O6pa3oB HATUBHOW KPOBH BBITTOHSIN Ha
anmapare TEG 5000® Analyzer (“Haemoscope”, CILIA).

Pesynbrarel u o0cy:xaenue. [TepenuBanne KKT nanuen-
Thl XOPOLIO MEPEHOCUIIN, PEAKLIUNA U OCIIO)KHEHUIN HE BBISIB-
aeHo. B ogHOM cityyae TpaHcdy3Hs CONMPOBOXKAATIACH YXYII-
[IEHUEM MapaMeTPOB MHBA3MBHOW BEHTWISIMU JIETKHX, YTO
MOIVIO OBITH CBSI3aHO C TEUCHHWEM OCHOBHOTO 3a00JIEBaHUS.
[Tpu noxcuere konuvecTBa TPOMOOLUTOB CTATUCTUYECKHU 3HA-
YMMOTO YBEJIMYCHHS UX KOJINYECTBa HEe mpoucxoauio. Oana-
KO OTMEYEeH BBIPAXCHHBIH MpokoarymsaHTHBIN d¢h ekt KKT,
XapaKTepU3YIOUINHCA — yAydIICHHEM  BA3KO-JIaCTHYECKUX
CBOMCTB CTYCTKa, YTO OTPAXaJIOCh B U3MEHEHMIX MOKa3are-
neit TOI. Tak, ObUTO BBIBICHO YKOpOUeHHE MHTepBaia R ¢
21,2 £ 14,6 mun no 12,8 £ 11,2 mun (¢ = 3,75; p = 0,0021)
u uaTepBaa K ¢ 16,4 = 6,29 mun 1o 8,14 £ 6,2 M (¢ = 4,56;
p=0,001). Ormeueno yBenuaenue yria o ¢ 14,79 = 10,75° no
35,1 £18,39° (¢ =-5,46; p = 0,000). [TomoOHYtO KapTUHY BbI-
SIBIJTH B OTHOIIICHUH MaKcUMalbHOU aMrumaTynel (MA). Taxk,
no nepenuBanmst MA coctasmia 20,57 + 14,14 mwm, mocre 3a-
mectutenbHoi Tepanmuu KKT MA — 39,17 + 14,9 mm (¢ =-7,0;
p = 0,000). 3menenne nokazareneit TOI' KIMHNYECKH TOA-
TBEPKJAJIOCh YMEHBIICHUEM MPOSBICHHH TeMOPParnIeckoro
CHHJIpOMA.

3aximouenue. Ilpumenenne KKT sBnsercs sddexrns-
HBIM METOJOM KOPPEKIIMM TEeMOCTa3a IPHU BBIPAKEHHBIX
TPOMOOIIMTOIICHUSIX B YCIIOBHUSIX OTCyTCTBUsI HatuBHOTO KT.
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SOOEKTUBHOCTb TEPAMU R-DA-EPOCH + R-DHAP + AYTO-TCKK-BEAM
Y NALMUEHTOB NEPBUYHOWU MEANACTUHAJIbHOW
B-KPYMHOK/IETOYHO INM®OMON

'OrBY «femaTonornyecknii HayuHblii LeHTp» MuHsgpasa Poccun, 125167, r. Mocksa, Poccus; 2[BY3 lopopckasn
KNnHMYeckasa 6onbHUua N2 52 [lenapTameHTa 3apaBooxpaHeHus . MockBbl», 123182, r. Mockea, Poccus

[lepBruHast MenmuacTUHANbHAS B-KpYITHOKICTOUHAS M-
¢oma (ITMBKKUJI) cocraBmser 0,9-4% cpenun HXJI, Goxeror
MPEUMYIIECTBEHHO MOJIOJIbIE )KeHITUHBI. Bee penuauBel npu
IIMBBKUJI siBiisitoTCs paHHUMU, IPOTHO3 AJIs1 )KU3HU IPU MPO-
rpeccun/penuanBe 3a00aeBaHus KpaiiHe HeOJarompusTHBIM,
2-netHsist oOmiast BebkuBaeMocTs (OB) B nanHO#M rpymime na-
nueHToB coctaBisieT 15% [J.Kurvilla, 2008].

Heanb pa6orbl. OneHuTh >PPEKTUBHOCTH MPOTOKOIA
R-DA-EPOCH + R-DHAP + ayto-TCKK-BEAM y nanuen-
ToB ¢ quarnozom [IMBKKIJI.

MarepuaJubl U Metoabl. B ®I'BY I'HI] M3 PO 116 na-
nuentaMm ycranosneH auarno3 [IMBKKIJI cormacHo kpure-
pusm BO3. B uccnenoBanue BirodeH 41 u3 116 60abHBIX.
Menuana Bo3pacTa NAaUUMEHTOB B JAAHHOW IpyINIe COCTaBU-
na 28 net (20-67). IloBbllieHre aKTUBHOCTH JIAKTATIECTH-
JOporeHassl BbLiBIEHO Y 32(78%) u3 41 maumenros, bulky
mediastinal disease y 40 (97%). Craguto 3aboneBaHus ompe-
JIEJISTA COTIIAaCHO KpuTepusiM Ann Arbor, y Bcex malueHToB
muaraHoctupoBain 11 cranuio. [IpoTOKON JIeUeHHS BKITFOYAIT
MpoBeeHre 6 LUKIOB XUMHOTepanuu 1o cxeme R-DA-

EPOCH. B panbHeilimieM Ha ocHOBaHUM pe3ynbraroB [1OT
n KT onpenensinu panbHeiiyro TakTuky jgedenus. [Ipu go-
ctukeHun nonHoit pemuccun (IIP), mo manuemm KT u 19T
(1-2 6anna no mxkane Deauville), mocne 6 KypcoB XUMHOTE-
panmun R-DA-EPOCH nedenne 3aBepmanoch. Ecnu goctu-
rayiack yactuunas pemuccus (UP) 3abonesanus (4—5 Oamna
nmo mkane Deauville TI9T), BBIMOJHIA JOMOJTHUTEIHHO
2 kypca IIXT no cxeme R-DHAP u ayto-TCKK (pexum koH-
nuinonuposanus BEAM).

PesyabTarsl U ob6cy:xknenune. Ilocie 6 xypcoB R-DA-
EPOCH gocturayra IIP 3aboneBanust y 32(78%) wu3
41 6onbHBIX, UP y 9 (22%) 1 B nanbpHEIIeM B JaHHOW KOTOP-
Te OompHBIX mpoBeneHo 2 kypca [IXT mo cxeme R-DHAP u
ay1o-TCKK (pexxum kongunnonnpoBanust BEAM). B pesyib-
TaTe BBINOJIHEHUS JAHHOTO MPOTOKOJIA YAAJIOCh JOCTUTHYTH
100% 2-netHIor0 6€cCOOBITHIHYIO U 2-JETHIOIO OOIIYIO BBI-
xHnBaeMocTb. Menunana HaOmonenus 20 mec.

3akirouenue. [Iporokon R-DA-EPOCH + R-DHAP +
ayTo-TCKK-BEAM siBnsiercs BbICOKO 3((EKTUBHBIM B Tepa-
nuu [IMBKKIIL.

Hakactoes U. M., lpubaHoga E. O., paues A. E., KaHaeBa M. J1., DaHunvHa A. M.,
Mypasnes B. B., Pbixkko B. B.

OJNUTEJIbHAA 3BAMECTUTEJIbHAA TEPANWA NALMEHTA CTPAJAIOLLEIO
TPOMBOTUYECKON TPOMBOLIMTONEHUYECKOW NYPMYPOU

OIBY «femaToNnoOrMyecknin HayuHbI LeHTp» Mungpasa Poccun, 125167, r. MockBa, Poccua

TpomOoTHyeckass  TpoMOOIMTONICHNYECKAss  MypIrypa
(TTII) penxoe 3aborneBaHme, XapakTepu3yromieecss OBICTPO
HPOrPECCUPYIONIMM TEYEHHEM C BHICOKOH JIETAILHOCTBIO TIPH
orcyrctBum Jedenus (10 90%). B ocnose pazsutus TTII ne-
KUT ryookuit nepunur ADAMTS-13, 9yTo mpuBOANT K Ha-
PYILICHHIO HOPMaJIbHOTO pacuierienus Gpakropa Gon Bue-
Opanna 1 06pa30BaHUIO TPOMOOIUTAPHBIX TPOMOOB B MEJIKIX
cocyziax OOJBIIMHCTBA OPTaHOB.

Leab padoTbl. Bripaborarh panMoHalIbHBIA PEKUM 3a-
MecTUTenbHOH Tepamuu OompHOro TTII Ha OCHOBaHWH KITH-
HUYECKUX TPOSABICHUH M a00OpaTOpHBIX NaHHBIX. OLEHUTH
3¢ GEKTUBHOCTh M 0€30IIaCHOCTD JUITUTEIIBHOTO MTPUMEHCHHS
cBexke3aMopokeHHOMH 1tasmbl (C3IT).

Marepuanabl 1 MeTobl. Myxuuna, 32 net. J{uarnosz TTII
ycranoBiieH B 2006 r. PeunauBel 3a0onieBaHus pa3BUBaINCh
¢ yactotoi | pa3 B 4 Heneslim ¥ KyNHPOBAJIUCH ITPOBEICHU-
em | ceanca mra3madepesa (II®) B o6peme 1000 M ¢ 3ame-
menuem C3I1 (500-600 min). Ha done yuimHenust uurepsa-
soB Mexay [1® ormeuanucsy ocnoxHenus: B 2009 r. anuzon
octpoii moueuHot Hepoctarognoct (OITH), B utone 2010 1.
NPU3HAKK NOpakeHHs nedeHu, B gekadpe 2010 r. HoBTOpHBIi
smm3on OITH, morpeOoBaBmIMii MPOBEACHUS TEMOAHATH3A
(3 ceanca). Bce ocnoxxHeHUST HAOTIONAINACH TIPH COMEPKAHUN
TpoMOoHTOB < 10 THIC./MKJI U KYNHPOBAJIUCH IPOBEICHHEM
00beMHBIX [10.

Pesynbrarel M o0cCy:kaeHHe. YCTaHOBIEHO, YTO MOCIE
npoBenenus [1P coxepikanme TPOMOOIIMTOB CHMKACTCS Me-
Hee 100 Thic/MKJI B cpestHeM uepe3 2 Hell 1 MeHee S0 ThIc/MKIT
o npourectBuM 3 Hen. Ha ocHOBaHMM OTCYTCTBUSI MHTHOU-
Topa ADAMTS-13 1 aHaMHECTUYECKHIX JaHHBIX YCTaHOBIIE-
Ha BpoxkaeHHas Gopma TTII B cBsi3u, ¢ 4eM B JajbHEHIIEM
nposomiick Tpanchysuu C3I1 6e3 [1dD. YuureBas nuna-
MHUKY KOJIIMYECTBa TPOMOOIUTOB, TPAHCQY3UH INPOBOASTCS
¢ yacroroii 1 pa3 B 3 Hen. Beero 3a Bpemsi HaOmtoneHus mna-
UCHTY TpoBeaeHo Oonee 150 TpaHChy3Hid, IEPETUTO OKOIO0
100 m C3I1. o mamuemM T.II. 'apmaeBoil U COaBT. BEPOST-
HOCTb I/IH(l)l/ILlI/lpOBaHI/Iﬂ BUPYCHBIMU I'€lIaTUTaMU PECUUITUCH-
TOB C BBICOKOH TpaHC(Y3HOHHOM HATPy3KOi BO3pACTaeT B 2 H
6oee pa3. B mamewm ciaygae mis Tpancy3uii HCIIOIB30BaTaCh
TOJIBKO KapaHTUHU3HUPOBAaHHAA WJIN BUPYCHHAKTUBUPOBAHHAA
C3II, uro B CBOIO OYEpeab 3HAUYMTEIHLHO CHMKAET PUCK HH-
¢urmmposanus. U3 ocnoxuaenuii Ha tpancdysun C3II 3a Bce
BpeMsi HAaOJIOZACHUsI MalMeHTa 3 pa3a BO3HHMKaIa Peakiys B
BHUJI€ KPAIMBHUIIBI, KOTOPasi KyITUPOBAIaCh BBEJICHUEM aHTHU-
TMCTaMUHHBIX IIPENapaToB ¥ MPEIHU30JI0HA.

3akaiouenue. Takum 00pa3om, pa3paboTaH ONTUMAIBHbIH
PEXKHUM 3aMECTUTEIILHON TEpaIny, MO3BOJSIOMNNA OOIBHOMY
BECTH aKTHBHBINA 00pa3 KU3HH, IPOAOIKaTh padoty. Hecmotps
Ha 00JIbIIONH 00BeM TpaHC(hy3Uil JOHOPCKOH IUIA3Mbl OT MHO-
THX JIOHOPOB, TAIMEHT OCTACTCSI OTPHLATEILHBIM 10 TAKUM
TPaHCMHCCUBHBIM MH(PEKIMSIM Kak renarutel 1 BIUY.
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BJINAHUE YPOBHA 3KCNPECCUU FTEHA C-MYC U MYTALUIA B TEHAX RAS
HA MPOrHO3 3ABOJIEBAHUA Y BOJIbHbIX MHOXXECTBEHHOW MUEJIOMO

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

Pabora mocBsIIeHa ONpeNeieHUIO BIUSHUS MyTalluil B
reHax RAS u ypoBHs skcnpeccuu reHa c-MYC Ha xapakrep
npotuBooIryxoneBoro oteeTa (I10) u mporHo3 3aboneBaHus y
OOJIBHBIX MHOXKECTBEHHOH MuenoMoit (MM).

Marepuanasl 1 MeTOABI. B nccneoBanue BKIIIOUEHBI 36
OONBHBIX C BIEpPBBIC AUArHOCTHPOBaHHOH MM m 9 moHOpOB
KOCTHOTO Mo3ra. CpenHuil Bo3pacT 00OJOYKHA COCTaBWI 56
ner (2977 ner), nonopoB — 32 roga (24-41 rona). Uaayk-
nuoHHbIH 3Tan Tepanuu (VCD/PAD 4-6 xypcoB) poBesieH Y
36 GONBHBIX, U3 HUX KOHCOIMJALUS METOIOM TPaHCILIaHTa-
LUM AyTOJOTMYHBIX CTBOJIOBBIX KJIETOK KPOBH BBINIOJHEHA Y
21 6ompHOTO. 3200p 00PA3IIOB KOCTHOTO MO3Ta OCYIIECTBIIS-
JI1 Ha MOMEHT auarHoctuku MM. OGoraieHue Marepuaia
CD138"-kieTkaMu MPOBOAUIM METOJOM BBICOKOAKTHBHOMN
MarHuTHOM cenapauuu. Okcnpeccuto c¢-MYC  oneHuBaIn
METO/IOM MYJIBTUILJIEKCHON MOJIMMEpa3HoON LIEMHOM peakluu
B pexxume peansHoro Bpemenu (qRT-PCR). Jlnst oOHapysxe-
HUSI MyTaluil B reHax RAS npoBoauIu ceKBEHUpOBaHUE 2, 3,
4-ro 3k30HOB TeHOB NRAS u KRAS no metony Courepa. I10
OLIEHMBAJIM 110 OKOHYAHMU WHIYKIMOHHOTO 3Tara Teparuu.
Craructiudeckyro 00pabOTKy MOTYYCHHBIX ITaHHBIX IMPOBO-
WM ¢ ToMoIibio mporpammbl SPSS v.21 (IBM) mo merony
Kannana—Meiiepa.

Pesyabrarbl. [lonydnTh CTATUCTHYCCKH 3HAYUMBIC ITaH-
Hbie qRT-PCR u oneHuTs 9kcnpeccuto reHa c-MYC ynanoch

B 16 oOpa3nax y 00IbHBIX U B 9 — y oHOpOB. YacToTa BCTpe-
4aeMOCTH runepakcrnpeccuu reva c-MYC y GonbHbIXx MM
coctaBuna 75%. Cpennee 3HaueHue c-MYC(24) y GoabHBIX
MM - 55,014, y nonopoB — 7,183. CexBeHUpOBaHUE MPOBE-
neHo 'y 20 GonpHbIX. MyTaunu B reHax RAS BbISIBICHBI y 9
00ombHBIX (NRAS — 8; KRAS — 1; X 45%). U3 8 myrtanuii B
reHe NRAS, 6 oOHapykeHbI B KojoHe 61, 2 — B komoHe 13.
VY 1 60sbHOTO ¢ aHOMaJIbHBIM F'eHOM KRAS BBISBIICHBI IBE MY-
Tauuu B KopgoHax 13 u 61. Coueranue runepIKCIpeccuu reua
c-MYC ¢ myTanueit B reHax RAS BbIsIBICHO Y 5 00mbHBIX. O0-
it I1O nocne MHAYKIUYU B 3TOM IpyIIe yaaaock J0CTUYb Y
4 OONBHBIX, TIPOJODKUTEIHFHOCTH KOTOPOTO cocTaBmia 4, 8, 9
u 13 mec. B 1 cimydae BbIsIBIIEHA pe3UCTEHTHOCTD. [lokazarenn
OB 00JBHBIX NIPU COYETAHUM THIIEpIKCIpeccuu rena c-MYC
¢ MyTanusMu B reHax RAS cocraBun 40%, mpotus 88,9%,
MIPH OTCYTCTBUU OJHOMOMEHTHOM akTUBanuu reHoB c-MYC u
RAS (p=0,1).

3akaouenue. CpenHee 3HAYCHUE YPOBHS SKCIIPECCHH Te-
Ha c-MYC B CD138"-kneTkax y 60iapHBIX MM BBIIIE, YEM Y
nonopos (p = 0,011). IIpeanonaraercs, 4To coueTaHUE T'UIIE-
paxcnpeccun c-MYC ¢ akTHBHPYIOIIAMA MyTaIlsIMA B TCHAX
RAS sinsiercst pakTopoM HEOIArONMPHATHOTO MPOTHO3a MPH
MM. OnHako, BBULy MaJIOH BEIOOPKH M HEJJOCTATOYHOTrO I1e-
proaa HaOMIONEHHS B HAIIEM HCCIICAOBAHUMU, ITH PA3THUUIL
OKa3aJIMCh CTAaTUCTHYECKN HE3HAYMMBIMH.

Hemuenko W.C., Lbiba H.H., Yenbiwesa E.lO., O6yxosa T.H., LLyxos O.A., TypknHa Al

3OOEKTUBHOCTb UMATUHWUBA B NEYEHUU MUEJIOUAHDIX OMYXOJEN,
ACCOLMMPOBAHHbBIX C PEAPAHXXWPOBKOW FrEHA PDGFRA

OIBY lemaTonornyeckunin HayuHbIn LeHTp MuH3gpasa Poccun, 125167, r. Mocksa, Poccun

B 2008 r. B xiaccuduranuo BO3 B rpymnmy Muenomnpo-
nmudeparuBHBIX 3a0oneBannii (MI13) ObIIO BKIIFOUEHO peaKoe
3aDoJieBaHUe, aCCOLMMPOBAHHOE C peapaHKUPOBKOH TIeHa
PDGFRA. B GonbIIMHCTBE CITydaeB IpH JaHHOM 3a0oeBa-
Hun obpasyercs red FIP1L1-PDGFRA kak crencTBie HHTEp-
CTUIMANBHOM aenenuu 4q12.

ILean padoThbI — orieHka 3 PEeKTHBHOCTH JIEUECHHSI IMATH-
TnO0M y manuerToB ¢ PDGFRA-nozntuBHEIM MIT3.

Marepuaabl u Metroabl. C 2003 mo 2015 . B ®I'BY
I'HL] M3 P® nabmonamick 39 6ombHBIX (MK 37:2) B BO3-
pacte 20-70 (menmana 39) xet. [lo3a umaruanOa cocTaBHiIa
100 mr/cyr. Menuana HaOmozieHHs: 32 OOJBHBIMH, MOJTy4YaB-
IIMMH JIeUeHue, cocTaBmia 2,5 roxa (ot 1,5 mec go 12 xer).
Jna Bepudukamm qrarso3a 1 MocieIyoIero MOHUTOPHHTa
Ha (hOHE JICUCHHUS! BBIIOJHSIIOCH KA9YeCTBEHHOE OINpPE/CICHUE
skcnpeccun reHa FIP1LI1-PDGFRA meronom RT-PCR.

Pesyabrarbl. [lonHBI KIMHUKO-IEMATOJOTUYECKUN OT-
BeT (IIT'O) nmonyuen y 36 (92%) u3 39 6osbHBIX; B CPOK OT 1
1o 3 mec. Monekymsipaeiid otBeT (MO), onpenensieMblii Kak
orcytcTBue dkcnpeccun reHa FIPI1LI-PDGFRA, 1OCTUTHYT
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y 29 (87,9%) u3 33 oOcienoBaHHBIX OOJNLHBIX MPH MEIUAHE
BPEMEHU JIOCTUKEHUSI 7 MEC.

MO 6bu1 yTpadeH y 9 GONbHBIX: Y 6 — B CBSI3U C TPEKparie-
HHEM IIpUeMa NMaTHHUOA MM CHIDKEHHeM /10361 MeHee 100 Mr B
CYTKH; ¥ 3 OONBHBIX, PETYIAPHO MPHHIMABIINX UMaTHHAO B 103€
100 mr/cyt, 6bita 3adukcupopana mnotepst MO npu coxpaHeHnH
[I"O. [pu yBermuenuu 10361 penapara 1o 400 mr/cyt y 2 Gonb-
HBIX OBUT BHOBB TIoTydeH MO); B OTHOM CITydae TOBBIIIICHHE T035I
HE MPOHM3BOIMIIOCH B CBSI3H C T€MaTOJIOr MYECKO TOKCHYHOCTBIO.

Iepsuunasn pesucmenmnocms BBISABIEHA y 3 OOJBHBIX:
skcrpeccust reHa FIP1LI1-PDGFRA coxpaHsiach IpH MocCe-
JIOBaTeJIbHBIX UCCIIENOBAHUX B TeueHue Oomnee 1,5 rona, npu
9TOM y 2 U3 HUX ObLI noiy4eH u coxpansuics [1I°0.

Ilepenocumocmp: TEPCUCTHPYIOIMAs TE€MAaTOIOTHYECKast
TOKCUYHOCTH 3-H CTEeNeHN OTMeUeHa y | maruenra.

3axuriouenue. HenpepwiBHOE JieueHHE HMAaTHHHOOM B
nmo3e 100 Mr/cyT mo3BOJSAET MOMYYUTH CTAOMIBHBIN TIOTHBIH
remaronorndeckuit 1 MO y nonasisiroriero uncina PDGFRA-
MTO3UTHBHBIX OONBHBIX. CHIKEHHE /103bI U TIEPEPHIBHI B JIeUe-
HHUH IPUBOAT K yTpaTe OTBETA.



Hematology and Transfusiology. 2016; 61(1, Supplement 1)

HukutuH E.A.', MapkapsH B.I", JlobaHoBa H.A.', LLly6nHa A.B.!, Xyaxesa H.K.!, 3axapos O.11.},
Bbugepman b.B.2, O6yxosa T.H.2, Jlyrosckas C.A.", Bapnamosa E.lO., MTywkuH B.B.

BAJINMAALUNOHHOE UCCNIEAOBAHUE MEXXAYHAPOAHOIO
NMPOFHOCTUYECKOIO MHAEKCA MO XPOHUYECKOMY IUMOOJIEMKO3Y

'TBY3 «fopoackas knmHuyeckas 6onbHmua um. C.M. boTkrHa» [lenapTameHTa 3apaBooxpaHeHs ropoaa MockBbl,
125284, . MockBa, Poccus; *OI'bY «femaTonornyeckmiin HayuHbiii LeHTp» MnHagpasa Poccun, 125167, 1. MockBa, Poccun

Hecwmotpst Ha 06mIMe MPOrHOCTHYECKUX MAPKEPOB XPOHHU-
yeckoro guMpoeiikoza (XJIJI), craanu mo K.Rai unu J.Binet
JI0 TIOCJIEIHETO BPEMEHU OCTaBAJIMCh €IMHCTBEHHBIM OOIIIe-
MIPUHATEIM criocoboM cTpatudukanun OompHBIX. B 2015 1
B paMKax OOJIBIIOr0 MHOTOIEHTPOBOTO HCCIEIOBaHUSI Obl-
Ja pa3paboTaHa MPOTHOCTHYECKas MIKaja, B KOTOPOW MHTe-
TPUPOBAHBI KIMHUYIECKHE, OMOMOTMYECKHE M T'EHETHYECKUE
MapKepbl — MEXIyHApOIHbIM IPOTHOCTUYECKUM MHIEKC IS
XJUI. Napexc pa3paboTaH Ha OCHOBE aHajW3a JAaHHBIX Ia-
[MEHTOB, BKIIOYABIIUXCS B § EBpomeiickux uccinenoBaHuii 1
BKJIIOUAeT 5 mapamMeTpoB (HapymeHus 7P53, MyTallmOHHBIN
craryc IgVH, ypoBens B2-mukporoOynuna (B2M) > 3,5 mr/m,
cranuu XJUJI (A mpotus B+C) u Bo3pact craprre 65 ner).

Henb padorbl. [IpoBecTn BHElIHEE BaTUIAIIMOHHOE HC-
cnegoBanue MITH-XJIJL.

Marepuanbl M MeToAbl. B ucciieqoBaHue BKIIOYEHBI
293 manumeHTa, Moay4aBIINX Tepanuio no nporpammam FCR,
FCR-Lite u Clb-R (xmopamOytun u putykcnmad). Menuana
Bo3pacTta 0ompHEIX 61 Tox (pa3dpoc 33—84 roma). Pacmpene-
nenue no cragusm: cragust A — 29 (10%), cranus B — 200
(69%), ctamust C—61 (21%). BapuanT 6e3 myrauntii IgVH Obin
BELABIICH ¥ 169 u3 248 OONMBHBIX, Y KOTOPBIX HMEINCH JTAHHBIE
(68%). Hapymenust TP53 (meneuuu w/wid MyTanuu) ObUIH
BbIsIBIEHB! Y 23 (7,8%) OonbHBIX. YpoBeHb 2M > 3.5 mr/n
BoisiBIeH y 184(73%) n3 252 GonbHbIX. MennaHna cpoka Ha-

OmroneHns 3a OONFHBIMH C MOMEHTA Hayalla Teparnuu COCTa-
Buia 44 mec (paszopoc 2,76-80,1 mec).

PesyabTarsl u o6cy:kaenne. K Huskoii rpymme prucka (01
6armr) OpuTH oTHECEHBI 48 (16%) GONMBHBIX, K IPOMEKYTOTHON
(2-3 6anna) — 80 (27%), x BbIcoko# (4—6 6amnoB) — 146 (49%),
o4eHb BbICOKOH (7—10 OamnoB) — 19 (6%) GonbHBIX. DTO pac-
TIpEe/IeIeHAe OTIIMYAeTCs] OT OPUTHHAIBHOTO OOJBIITIM YHCIOM
MAIMEeHTOB B Tpymie BhICOKOTo pucka (49% mpotus 27% B
eBpornelckoll BEIOOPKE) 3a CUeT MPONOPIMOHAILHOTO CHIKE-
HUA OONBHBIX B Tpynmax HU3koro (16% mpotus 27%) u mpo-
MeKyTO4YHOTO pucka (27% mpotus 39%). MIIM nocroBepHO
pacrpenensl MalyueHToB Ha 4 MPOrHOCTHYECKUE TPYIIIBI 110
BpPEMEHH 10 CIIEAYIOMIEH Teparmuy M OO0IIel BELKHBAEMOCTH.
[IaTunerHee BpeMs 10 CIEAYIOIIEH Tepaniy COCTaBUIIO: B HU3-
koit rpymme 82%, B mpoMexxyTouHOU 55%, B BhICOKOH 28% 1
o4eHb BbICOKOH 14%. [IaTruieTHsss oOmast BBLKHBAeMOCTh CO-
ctaBuina 97%, 77%, 64% u 14% B HU3KOH, MPOMEKYTOUHOM,
BBICOKOH M O4E€Hb BBICOKOW TPYIIIAaX COOTBETCTBEHHO. JaHHbIE
Hame BEIOOPKU OOJBHBIX OHM3KO COBIAHAIOT CO 3HAYCHUSAMU
OpHUI'MHAJIBHON PaOOThI 32 UCKITIOYEHHEM XY/IIIeH BEDKHBAEMO-
cTr OOJIBHBIX B TpyIIe BhIcoKoro pucka (14% mporus 23%).

3akaiouenne. HezaBucuMoe BalMAallMOHHOE WCCIENO-
BaHUe, MpoBefieHHOe B Poccuiickoit BEIOOPKE, OATBEPKAAET
BBICOKYI0 dpdexTnBHOCT, MIIU i1t XJ1JI B mporuo3uposa-
Huu TeueHust XJUL.

HukynuHa O.0.', LiBeTaeBa H.B.", LLlypxuHa E.C.', HaymoBa E.B.?, BupHbIk B.H', Jlyrosckas C.A.2

SOOEKTUBHOCTb IEYEHUA PUTYKCUMABOM PE3NCTEHTHbIX BOJIbHbIX
AUTA CTEMNTIOBbIMU U XOJ1040BbIMU ATTTIIOTUHUHAMUA
(ANUTENbHOE HABJIIOAEHUE)

'®OIBY «femaToNOrMyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccus;
2Kadeppa KnMHMYeckon n nabopatopHon anarHoctrkm F6OY ANO «Poccuiickas MeANLMHCKaA akagemms
nocnegmniaomMHoro obpasosanusa» MunHsgpasa Poccun, 125993, r. MockBa, Poccua

[lepBuuHasi ayTOMMMYyHHasi TE€MOJHMTHYECKas aHEMHUS
(AUT'A) c reroBbiMu ayToarrmotuHuHaMu y 20—30% 60ib-
HBIX PE3UCTEHTHA K CTaHAapTHOW Tepanuu. [lpu Hamuuuu
XOJIOZIOBBIX AyTOArTIIOTUHUHOB 3()(EKT OTCYTCTBYET B OOJIb-
IIMHCTBE CIIy4aeB.

B mocnenme roas! Bee 6obIee YUCI0 MyOauKanuii CBH-
JIETeIBCTBYET 00 ycTenHoM jedeHnn Putykcumabom (PTM)
OOJIBHBIX C ayTOArpeCCHBHBIMU 3200JICBAHUSIMHU, B TOM YHCIIC
1 pe3ucTeHTHBIMA popmamu AUTA.

Hens pagorbl. OneHuTh Y3)HEKTHBHOCTD TPUMEHEHUS TTpe-
napara antu-CD20 (PTM) y GonbHBIX ¢ pe3uctenTHON ANTA.
B mporiecce anmmTeTsHOTO HAOMIONEHUS pa3padoTaTh ONTHMAITb-
HYIO TaKTUKY TIPEILYNPEKICHHS PELMINBOB FeMOJTH3a.

Marepuanasl n Mmetoabl. 113 89 Gonbubix ¢ AUTA, y 28
— cTaHjapTHas Tepanusi (KOPTUKOCTEPOHBI, CIUIEHIKTOMHUS,
aszaTHonpuH) ObuTa HeddekTuBHOU. JIUTEIBHOCTH 3a0071e-
BaHUs cOCTaBIsLIa OT 2 10 76 mec. Bo3spact 6oipHBIX 17-68
(Me 48) Jer.

V 4 u3 28 6onbHbIX ¢ AUT'A, TOMUMO TMONOXKUTEIBHON
npsimoii ipoOsl KymOca, BBISIBUIIN — XOJIOIOBBIE ayTOAHTHUTE-
ma (tatp 1:512 — 1: 64000), y 2 GOABHBIX AUATHOCTHPOBAIH
cunapom Oumepa—3IBanca. B nepuon peruausa AVTA co-
JieprkaHie TeMOTIIOONHA BapbUpOBaJIO B Iperenax 35—86 1/,
perukynoruros — 4,5-36%, wHenpsmoill OwnmmpyOmH —
35-88 MKMOIIB/I.

Pesyabrarbl. PTM BBOmuiu B no3e 375 mr/mr? 1 pas B
Henemo. [IpomomxutensHOCTh Kypea 2—4 HeJ ompeaessin
no konumuectBy CD19Y, CD 20" B-nmuM¢pouuToB KpoBu: npu
cHmxennn B-nd < 0,5%, Ha 7-i geHb Kypca OrpaHUIHBAINCH
nBymst BBeZieHusimu PTM; eciu e B-n¢ 6s110 601ee 0,5 —1%
— Kypc coctosit u3 4 BBeneHni. OTBET ObUI OYEBHIICH Yepe3
2-8 nen (Me 48 mHeil): MOCTENIEHHOE MOBBIICHUE TEMOTTIO-
OWHa W PUTPOLUTOB, CHWKEHHE KOHLIEHTPALUH PETHKYJIO-
LIUTOB, HENPSIMOTro OMIMPYOMHA M HOpMaJM3alus pacipese-
JICHUS 3PUTPOLUTOB 10 TIOTHOCTH HA MPOTSHKECHUH 2—3 Mec.
ITonuo#t pemuccun AUT'A nocturmu y 17 (61%) G0nbHBIX,
qacTuaHOU — y 35%. Y 4 GonpHbIXx AUT'A THTP XOJIOIOBBIX
AQHTUTE CHU3WICS B 3-4 pa3a M yMEHBIICHHE KINHUYECKUX
cuMnToMOB 3abosieBanus. [Ipu yrpose peunausa AUTA y 10
00ubHBIX, TTOBTOpHBIE Kypchl PTM (Ne2—4) mposioHrrpoBaiu
pemmuccuio (12-28 mec), ¢ yBeTHUEeHHEM ITPOMEKYTKOB MEXK-
ny nocneaytomumu Kypcamu PTM. O61mas mpoaomKuTesb-
HOCTb PEMHCCHH COCTaBIIsIeT: oHOM 0T 9 110 87 (Me 36) mec,
JacTHIHOH — 6—76 mec.

3akarouenne. Teparmss PTM  pesucteHTHO#  (hopMBI
AWT'A npuBOAUT K JUIMTEIBHOMY IPEKPAIIEHUI0 TeMOIH3a
y 6onbmmHcTBa (96%) O0nbHBIX. BhIcOKas 3¢ddexTnBHOCT
PTM y OONbHBIX C XOJOMOBBIMU arrTIFOTUHUHAMHU TPUBOMT
K ITOJTHOH COIMAaIbHON aanTaliy 1 IIOJHUMAET BOIIPOC O HO-
BOM TakTHKe JedeHus ganHon popmer AUTA.
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Hosukos B.A., TanctaH M., KoctnHa U.3.

HOBbI CNMNOCOB AUATHOCTUKN OCTPOIO PECMTUPATOPHOIO
ANCTPECC-CMHAPOMA Y OHKOITEMATOJIOTMYECKUX BOJIbHbIX

OIBY «femaTonornyecknin HayuHbl LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

Octpelil  pecniupatopuslil  auctpecc-cunapom (OPIC)
MIPOSIBISICTCSI HAKOIUICHHEM BHECOCYANCTOW BOJIBI JIETKHX
(BCBJI). OgHuM U3 METOOB OICHKH MOPaKEHHS JTETKUX MPU
OPJIC sBnsercs konmuyectBenHas KT jerkux.

e paGoThl — OLEHUTH BO3MOKHOCTh HCIIOIB30BAHUS
konnuecTBeHHONH KT 11l OLIEHKH TSHKECTH MOpa)KeHUs Jier-
kux npu OP/IC.

Marepuaabl U MeToAbl. B mccienoBaHne BKIIIOUCHEI
39 6ompubIX ¢ OP/IC 1 22 GonbHBIX 0€3 MOpaKEHUS JTETKUX.
39 6ompubIM ¢ OP/IC BoIMOnHAI0Ch KT Jerkux, ¢ moMoIbo
TPAHCITYIbMOHAIBHON TEPMOIMITIOIMH HCCIIEI0BAJICS HHICKC
BHecocyauctoir Boasl (MBCBJI). B KOHTpONBHYIO TPYIIIBI
OBbUTH BKJIIOUEHBI OOJIbHBIE 0€3 MMOPasKeHNUs JIETKHX, KOTOPBIM
BemonHsutack KT rpymHoit knetkn. KT m3oOpaxkeHns aHa-
JIM3UPOBAIIU C TIOMOIIBIO NporpamMMbl « MynbTHBOKCY. Orie-
HUBaJIM 00bEM, Maccy, yIeJIbHYI0 Maccy JIeTKuX. Beraemsimu
runepBerTmIpyemsie (ot —1000 mo —901 HU), HopmamsHO
BeHTHIHpyemsle (0T —501 o —900 HU), nmioxo BeHTHIHpYE-
Mele peruonsl (o1 0 HU no 500 HU).

Pe3yabrarbl. Y OONBHBIX 0€3 MOpPaKCHUS JIETKUX 00heM
HOPMAaJIbHO BEHTHJIMPYEMBIX PErHMOHOB cocTaBui 69%, ru-
MEePBEHTHIIUPYEMBIX — 29%, MI0X0 BEHTUIUPYEMBbIX — 2,2%.
VY 6onpHBIX ¢ OPIIC 00BeM TUTICPBEHTIIIUPYEMBIX PETHOHOB
coctaBua 2%, HOpPMAJIbHO BEHTWIHPYeMbIX — 71%, mioxo

BEHTWIIMpYeMbIX — 27%. Y OONbHBIX 0e3 IMOopaXKeHUs Jier-
KHX Macca THIEPBEHTIIINPYEMBIX PETHOHOB cocTaBmia 14%,
HOPMaJIbHO BEHTHJINPYEMbIX — 74%, TIOXO BEHTHIIMPYEMbIX
— 12%, a y 6onpubix ¢ OPJIC macca 3THX perHoHOB COCTa-
Buna 0,4%, 46% u 59% coorBercTBeHHO. OOBEM JIETKHX Y
6ompHBIX ¢ OPJIC 6611 B 1,5 pasza mensie, a macca —B 1,5 pa3
Oosple, 4eM y OONMBHBIX 0€3 MOpaKeHHsI JIETKUX. 3Has 00b-
€M M Maccy JIETKUX, PACCYUTHIBATH YICIBEHYIO MacCy JIETKHIX
M0 OTHOIIEHHUIO Macchl K 00beMy serkux. OPJIC auarnoctu-
pyeTcs MpH yBEIHYCHUH yAEIbHON Macchl Jerkux 0,21 /M
n Oonee. CreruduanocTs Tecta cocraBuiaa 75%, 4yBCTBH-
tenapHOCTh 83%, (AUC 0,88). BoisiBIieHa KOpPENsLns MEKIY
VIACITBHON MacCOW JISTKUX U KO3(D(HUIMCHTOM OKCHUTCHAIHH
(r =-0,51; p < 0,05), yneapHOI Maccoil JETKAX W CTaTHYe-
ckuM koMmrttaitacom (7 = -0,50; p < 0,05), ynenpHONH Maccoi
nerkux u uugekcom BCBII (r = 0,45; p = 0.001). ITocie me-
yerns OPJIC cooTHomeHne rumnep-, HOPMO- M TUIOXO BEHTH-
JUPYEMBIX PETHOHOB JIETKUX CTAHOBHIJIOCH TAKUM K€, KaK Uy
OOJIBHBIX 0€3 TOPAKCHHUS JICTKHUX.

3akaouyenue. KommdgectBennas KT Jerkux mo3BoisieT
OLICHUTH TSDKECTh JierogHoro mopaxkenus npu OPIC, BbI-
SIBUTh HM3MEHCHHS CTPYKTYPBI Pa3JIMYHBIX JICTOYHBIX KOM-
nmaptmerToB. OPJIC muarHoctupyercs mpu yOeTbHOH Macce
nerkux 6omee 0,21 r/mir.

OBcaHHMKoBa E.I", JTazopko H.C.", Coutakosa E.N.!, Jlomauna E.I[!, MapTbiHkeBunYy U.C .2,
LLysaes B.A.2, Abpynkagbipos K.M.2, MautonarnteHe E.P3, VinbuHa H.A.#, KopsiruHa E.B.#, 3apurykunin ALO.

NMPOrHOCTUYECKAA 3HAYUMOCTb PAHHEIO ULMTOFrEHETUYECKOIO OTBETA Y
NMALUMEHTOB C XPOHNYECKOWU ®A30 XPOHUYECKOIO MUENOJIEMKO3A
HA TEPANUIO NEPBO INHUN UMATUHUBOM

'OIBY «CeBepo-3anagHbil  defepanbHbii  MeAUUVMHCKUA  WUCCefoBaTeNbCKA  LUeHTp um. B.A. AnmasoBav,
197341, r. CankT-Tetepbypr, Poccus; *OrBY «PoccuiACKMIn HayUYHO-UCCNEeROBATENbCKUIA MHCTUTYT FeMaTtoniornn 1
TpaHcdysunonorum» ®MBA Poccun, 193024, r. CaHkT-MeTepbypr, Poccus; 2 TBOY BIMO «Mepsbiin CaHKT-MeTepbyprckuin
rocyfapCTBeHHbIN yHuBepcuTeT nM. akaa. .M. NMasnosa» Mun3gpasa Poccun, 197022, r. CankT-MNeTepbypr, Poccus;
‘CaHkT-leTepbyprckoe IBY3 «fopoackas 6onbHMLa N215», 198205, r. CaHKT-MeTepbypr, Poccusa

Hcnons3oBanne B Tepannu XPOHUYECKOTO
muenoneiiko3za(XMJI) unrn6utopos tuposunkunaz (MUTK)
KapMHAJIFHO M3MEHWIO TEUCHUE 3a00JICBAHUS U TTO3BOJIMIIO
MIPOTHO3UPOBATh YK€ OTJAJICHHBIE Pe3ynbTaTsl Tepamun. Ox-
HUMH 13 HanboJiee MUPOKO UCTIONb3yeMbIX B Poccun u EBpo-
TIe MPOTHOCTHYECKUX PEKOMEHIAINI CTaJI HA CErOHALIHUHI
JIeHb PEKOMEHJAIMK IpeIIoKEeHHbIE dKkcnepraMu EBponeit-
ckoit Certu JleiikozoB (ECJI), koTopbie OAHO3HAYHO OMIPEIEIIs-
10T TAaKTUKY BEICHUS MAllMEHTa C ONTHMAJIbHBIM OTBETOM Ha
Tepanuio u Heynaden gedeHns. OHAKO ISt IPOMEKYTOUHOMN
CPYIIbI, MOJYYUBIIEH HAa3BaHUE «IIPENYIpPEXKICHHUE», Tepa-
NIeBTUYECKAsl TAKTHKA OCTACTCS HE OIpe/IeiieHa.

Hens pa6orel. ONCHATH OTHAJICHHBIC PE3YNBTAaTHl TEpa-
nuu umatuHOoM (M) y mamueHToB rpyIibl pUCKa «IIpe-
YIPEKICHHUE.

Marepuanabsl ¥ Meroabl. B HcciaenoBaHue BKIIIOUEHBI
175 manueHToB ¢ xpoHuueckoil ¢azoit XMJI, nomy4aBmmx
nmatuauo 400 mr B 1-it nmuauK Tepanun. OLEHKY OTBETa Ha
tepanuio UM npomsBoamim coritacHO kputepusm ECJI 2013
o ypoBHIO 1uroreHernyeckoro orsera (LII'O) Ha 3 mec ot
Havaja JIeUYCHHMSI.

PesyabraThl u o6cyxnenne. Ha 3 mec Tepammu cpenu
88 manKeHToB, BKIIFOUCHHBIX B UccienoBanue, 57%, 26% u
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17% cOOTBETCTBOBAIIN KPUTEPUSAM «OTITUMAILHOTO» OTBETA,
CAPEAYNPESKICHUS) U «HEYJAuu JCUSHHs» COOTBETCTBEHHO.
PerpocniekTUBHO B OLIEHMBAEMOW TPYIIIE «IIPEAyIpexKe-
HHE» He TPOBOAMWIOCH HUKAKNX Moaupukaruii Tepamuu. [1o-
BTOpHYIO otieHKy [II'O Ha 6 Mec Tepanuu npoBonwin y 19 u3
23 manuueHToB JAaHHOW TPYMIIbl: 3 manueHTa JOCTUIIIU ONTH-
MaJBHBIA OTBET, 8 COXPaHWIN MOKA3aTeNd B PaMKaxX KpUTe-
PHUEB «TIPEAYNIPEKICHUSIY, Y 8 MAIMEHTOB 3aPETUCTPUPOBAHA
Heynaua jeuenus. Ilpu 3tom B nenom nonssiii IO B rpynne
«IpeaynpexaeHue» Ha nponpoipkatouieiicst repanuun UM co-
crapiser 65%, ¢ MeauaHol moctmxkeHus 12,8 mec. ITot mo-
Kazarenab B IPyMIe «ONTHUMAJIbHOTO» OTBeTa cocTaBuil 84%
cpemu marieToB ¢ yacTuaHbIM [{I'O Ha 3 Mec Tepanmmn. B
TO € Bpemsi o0Iasi BEDKMBAEMOCTh MallMEHTOB M3 TPYIIIBI
«IpenynpexkacHuey coctaBmia 8§3%, OblIa ONmKke K rmokasa-
TENSIM TPYIIBI «Heynada jgedeHus» (72%; p = 0,334) u npu
9TOM JOCTOBEPHO OTAMYANIACH OT TPYIIBI «ONTHMAIBHOTO»
oteeta (100%; p = 0,03).

3akawuenne. Huskue mokaszarenu monnoro IO u 06-
e BBDKUBAEMOCTH IMAlMEHTOB U3 TPYIIILI PUCKA «IIpe-
YOPEKICHUE» MOTYT SIBIATHCS MOKa3aHUEM JJisl POBEACHUS
Ooee arpecCHBHOM TaKTHKH JICICHUS MAIIMEHTOB U3 TaHHON
[IPOrHOCTUYECKON I'PYIIIbIL.
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lanctad M., Knacosa " A.

MHBA3UBHbIE MUKO3bl, BbI3BAHHbIE MJIECHEBbIMU FPUBAMU
NON-ASPERGILLUS Y 6OJIbHbIX TEMOBJIACTO3AMU

OIBY «femaToNoOrMyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBsa, Poccua

3a mocnenHue oAbl Beipocia yactora M, BbI3BaHHBIX
TUIECHEBBIMU Tpubamu non-Aspergillus, cpenu OOIBHBIX Te-
MOOIacTO3aMH.

Heabio ucciaenoBanust ObUIO U3YYUTh KIMHHUYECKHE ITPO-
SIBJICHUS M pe3yJbTarThl JedeHus VIM, BBI3BaHHBIX TUICCHEBBI-
MU Tpubamu non-Aspergillus y 60MbHBIX TeMOOIACTO3aMH.

MarepuaJbl u MeToabl. MM nuarsocTupoBaiu Ha OCHO-
Banuu kputepueB EORTC/MSG (2008).

PesyabraTel u o0cy:xaenue. B mccrmenoBanne (2005—
2014 rr) Obumm BrimtoueHbl 24 OoibHbIX (11 MyXuuH U
13 >xeHmuH, MenuaHa Bo3pacta 52,5 roma) ¢ UM (moxa-
3aHHBIN y 9 1 BeposaTHbINA y 15). Mykopmuko3 011 y 62,5%
(Mucor spp. y 6, Rhizopus spp. y 4, Lichthemia spp. y 3,
Rhizomucor spp. y 2), npyrue peakue UM y 37,5% (Fusarium
spp. v 4, Acremonium spp. y 4, Alternaria spp. y 1) 60mb-
HbIX. OCHOBHBIMHU XapaKTepUCTUKaMH nanueHToB ¢ UM Obl-
M: mpeobnaganue y O0JIbHBIX OCTPBIMU Jielikozamu (62,5%),
JMarHOCTHKA B MHAYKINU pemuccun y 47%, oTCyTCTBUE NM-
MYHOCYIIPECCUBHBIX IpenapaTtoB y 8%, MpUMEHEHHUE TIIOKO-
KOpPTHKOCTEpOUA0B y 58%, rpanynouutonenus y 88% c me-
nuaHou nmuTensHOCTH 36 (4—188) muel, muarnoctuka UM Ha
¢one neuyenust antumukoTukamu (AM) y 42%. Ha done npu-
ema AM J0CTOBEpHO Halle ANarHoCTHPOBAIN MyKOPMHKO3 B
cpasHeHuu ¢ apyrumu UM (60% vs 11%; p = 0,02).

IMopaxenue nerkux 66u10 y 23(96%) OONBHBIX, OKOJIOHO-
coBBIX mazyx — y 1(4%). AucceMnHanusi KOHCTaTHPOBaHA y

9 (38%) GonbHBIX (y 6 B FOJIOBHOIN MO3T, y 5 B IICYCHB/CEIe-
3€HKY, Y 4 B MTKHE TKaHH, Y 2 B TI0YKH, y 2 B CPEAOCTEHHE),
n3 HUX y 7 OBUTIO Opa’keHHe NBYX W Oojee opraHoB. MaHu-
¢decrauus UM ¢ remneparypoit mmxe 37,5°C Obuta y 6(25%)
n3 24 OGonbHBIX. BpOHXOAIBBEONISIPHBIN JTaBAXX BBITTOIHSIIH
23 OOJBHBIM, W3 HUX KyIbTypa I'pHOOB OBLTa TONydYeHa B
74% o6pa3uax. buoncuto nposoamu 9 (38%) OonbHBIM U
BO BCEX CIIydasix OBbUIM BBIJICJICHBI TUIECHEBBIE TpHObL. B on-
HOM ciy4ae Fusarium spp. ObIIM BBIIEICHBI M3 MOKPOTHI.
AM Ha3Hayaiu BCceM OOJIbHBIM, Mpeodiiagana MOHOTEPAIIHS
Hax coueranueM AM (83% vs 17%). [Ipu mykopmukose (15)
yale MCHOoNb30BaIN JUMUAHBINA KOMITIEKC amdoTepuiinaa-B
n amdorepuH-B ne3okcuxonar (47% u 27%), npu apyrux
HM (9) — Bopukonazosn (67%). Xupypruueckoe JiedeHue Obl-
710 TIpoBenieHo 5 OompHBIM. O6mas BeDKUBaeMocCTh (90 mHelt)
cocraBuia 42% u ObLIa CpaBHUMA [TPU MYKOPMHUKO3€ U APY-
rux IM (40% vs 44%).

3akmaiouenue. VM, BBI3BaHHBIC TUIECHEBBIMH TpHOaMHU
non-Aspergillus, npeodnanaau y OOIbHBIX C OCTPBIMH JICH-
Ko3aMH M 0e3 peMHCCHM OCHOBHOTO 3aboneBanus. Jlomoi-
HUTEJIBHBIM (PAKTOPOM PHCKA BOSHUKHOBEHHS MYKOPMHKO3a
Obuta mpeamiecTBytomas Tepanus AM. INopaxkeHue Jerkux
umenn 96% OonbpHBIX, a auccemuHanuio 38%. B neuenun
MYKOPMHKO3a 4Yallle UCIONIb30BaIn aM(poTepuiuH-B, apyrux
WM — Bopuxonazon. OO61ast JeTalbHOCTh y OOJBHBIX TeMO-
omacro3amu 1 IM cocrasmia 58%.

MavHa O.B., Ko3nos A.B., Bopoekosa A.C., Koxokapb I1.B., Pasymosa C.B., Ekywos K.A., Cnecapuyk O.A.,
Mouwucees W.C., Muporosa O.B., AnsHckunia AJ1., babeHko E.B., 3ybaposckas J1.C., AbaHacbeB B.B.

SOOEKTUBHOCTb MPUMEHEHUA NOCTTPAHCMJIAHTALLUOHHOIO
LUKNODOCHOAHA B PEXXUME MPOOUIIAKTUKU PTNX Y AETEN

HWW netckol oHKonorvy, rematonornm 1 TpaHcrnaxtonoruy um. PM. fop6aueBoii TBOY BIMO «[epsbiit CaHKT-MNeTepbyprckuin
rOCyAAPCTBEHHbIN YHUBEPCUTET M. akag, V.M. Masnosa» MuH3gpasa Poccvi, 197022, r. CaHkT-lNeTepbypr, Poccus

TpaHcIaHTaIMs aJIOTEHHBIX TeMOMOITHUECKUX CTBOJIO-
BBIX KIeTOK (aymmo-TI'CK) — eMHCTBEHHO NEeHCTBEHHBIN Me-
TOJ JIYCHUS! JUIsl MHOTUX TAIIEHTOB C OCTPBIMHU JICHKO3aMHU
(OJI). PazButue ocTpoii peakiiui TpaHCIIAaHTAT IPOTUB X035~
nHa (0PTIIX) 3HaYWTENpHO YXyAIIaeT Pe3yabTaThl Teparnu.
D¢ddexruBHocts cranmapTaoil nmpoduiaakruku (CIT) PTIIX
¢ ucnonb3oBanueM 1ukiaocnopuna A (LICA), Takponumyca
(Takpo), cuponmumyca (Cupo) orpanudeHa. HaxorieH 3Ha-
YUTENIBHBIM OMNBIT MOCTTPAHCIUIAHTAIIMOHHOTO TPHUMEHEHUS
mukinopocdana (IITLd, S0 mr/xr wa 1 +3 u +4) s npodu-
naktuku PTIIX y B3pocibix nanueHToB. ONbIT NPUMEHEHUS
[T y nereit He3HAYHUTEIICH.

Lean padoTel. OnieHuTH 6e30nacHOCTh ¥ 3(P(HEKTUBHOCTH
mpodpmraktukd PTIIX ¢ mpumenernem IITL¢d mpu ammo-
TI'CK y nereit ¢ OJI.

Marepuajbl 1 MeToAbl. B nccrnenosanue BrItoueHs! 132
pebenka (Mmeanana Bo3pacra 8 net, 0—19 xer) ¢ OJUI (n = 78),
OMII (n = 52), FOMMUJI (n = 2). Ha momenT amto-TI'CK gacts
MalMEeHTOB Haxoauuack B 1-2-if pemuccun, yacTh OTHOCHUIIACH
K «TpyIIne crnaceHus» (IepBUYHO-PE3UCTEHTHBIC, PE3UCTEHT-
HBIA pelUanB, 3—4-s1 peMHUccrs). BBIMOTHEHO CpaBHEHHE pe-
synsraroB B aByx rpynnax: [ITL} (83 nmamuenra, n3 Hux 33
B 1-2-if pemuccun, 50 manueHToB «Tpymmsl criaceHus»), CIT
(49 nammenToB, u3 HUx 15 B 1-2-if pemuccuu, 34 manueHnra
«rpynmsl ciiacenusi»). TI'CK B rpynmax [1TLH¢ u CIT BbImon-
HSUTH OT COBMECTUMOTO POJICTBEHHOTO (72 = 1), HEpOICTBEHHO-

ro (n = 25) wm ramwouneHTuaHoro (n = 57) noHopa (n = 1,
n=25n=57un=3,n=6,n=39 cOOTBETCTBEHHO). Pexu-
MBI koHauIroHnpoBanus: MAK+ATT (n = 29), MAK+IITL ¢
(n=36), PUK+ATT (n=20), PUK+IITL (n =47). Bece Gonb-
ueie B rpynme [ITL} momyannmm 6a3oByro npodunakruky (BIT)
oPTIIX: IICA wmu Takpo, MM® umu Cupo ¢ [I+5. B rpynme
CI1 BIT npoBoguiach MHrHOMTOpaMK KasiblinHEBpuHa, MM® 1
MTX. Menuana Habmonenus cocrapmia 13,5 mec. s craTu-
CTUYECKOTO aHaIn3a ucronb3oBal nmaket SPSS V19.

Pesyabrarbl. CTaTUCTUYECKH 3HAYMMBIX pa3lnydil B Be-
POSITHOCTH TPIIKUBJICHHS TPAHCIUIAHTaTa MEXIY TpyIIiamMu
[T u CII ve BorBieno (73,5 um 81,6% COOTBETCTBEHHO;
p = 0,4). Kymynartusnas gacrora pazsutust oPTIIX II-IV cra-
Jwu toctoBepHo Hipke B rpyme [T (19,7 n 60%; p = 0,000).
CraTucTi4ecKky 3HAUMMBIX Pa3iIMiui B KyMy/IATUBHON 4acToTe
peuIBoB U cMepTHOCTH oT ocnoxHeHni TI'CK He BBIBIEHO
(44,5 u 50%; p = 0,7; 14,8 u 25%; p = 0,9 COOTBETCTBEHHO).
Tonosast OB 6p11a oqMHAKOBOH B 00EHX MCCIIETYeMBIX TPyTIIax
(54,2% B rpymme [T u 53,1% B rpynme CIT; p = 0,5).

3akuouenne. [Ipumenenue I1TL} B xomOuHanmu ¢ uH-
ruOuTopaMu KansiHeBpuHa 1 MM® i Cupo — 310 6€3-
OTIaCHBIN M OnpaBaaHHbIi MeTox npodunaktuku oPTIIX npu
amio-TI'CK y nereii ¢ OJI, 1OCTOBEPHO CHUKAIOLIUI YaCTOTY
passutus oPTIIX. Ilpumenenue I1TLp He BImseT Ha Bepo-
SITHOCTb NPYKUBJIEHUS TPAHCIUIAHTATa U YacTOTy MOCTTpPaH-
CIUTAaHTAIIMOHHBIX OCIIO)KHEHHUH.
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W3MEHEHUA OCHOBHbIX CBOMCTB MY/IbTUMOTEHTHbIX ME3EHXMMHbIX
CTPOMAJIbHbIX KNETOK NOA AENCTBUEM MHTEP®EPOHA

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

WzBectHo, uro muTepdepon ramma (MH®Dy) crumymnu-
pyeT MMMYHOMOAYJHMPYIOIME CBOMCTBA MYJIBTHIIOTEHTHBIX
Me3eHXHMHBIX cTpoManbHBIX KieTok (MCK). IloBeimaercs
YPOBEHb IKCIPECCHN PETYIUPYIOMNX UMMYHHBIH OTBET re-
HOB, Takux kak IDO1, CSF1, IL-6 u np. OngnoBpemenno MCK
HaYMHAIOT SKCIIPECCUPOBATh MOJICKYJIbI ITIABHOTO KOMILIEKCA
ructrocoBmectumoct (MHC) 2-ro tuna. [ KIIMHUYECKOTO
npumenennss MCK umeer Oosblioe 3Ha4eHUE TOBBILICHHE X
NMMYHOMOYJIUPYIOMNX (QYHKIIHH.

Heas pa6otel. [Tonobparh yCIOBHS MOBBIIICHAS UMMY-
HoMomynupytomux cBoiicte MCK ¢ nomomisto UH®y, He
BIMSIOIIUE HA 3Kcipeccuto Monekyn MHC.

Marepuaasl u Metoasl. MCK Beigensin U3 KOCTHOTO
MO3ra JIOHOPOB M KYJIbTHBHPOBAJIM CTaHIAPTHBIM METOJIOM.
Ha 2-Mm maccae B cpeny KyIbTHBHpOBaHuUs 100aBsu MHDy
B koHneHTpanusax 200 u 500 EJIl/ma cpenst Ha 4 4, Ha 2-€ U
Ha 3-€ CyTOK. DKCHpPECcCHI0 MMMYHOMOIYJIUPYIOIIMX T'€HOB
omnpeznersun MetosoM ITI[P B pexnMe peanbHOro BpEMEHH.
DKCIpeccuio Ha ypoBHE Oenka M3ydalad METOIOM HMMYHO-
(depmenTHOTO aHanu3a. YposeHb skcnpeccurn MHC ompene-
JISUTH METOJIOM ITPOTOYHON IIUTO(GIIIOOPUMETPHH.

Pe3ysbrarhl n 00cy:kaenne. [TokazaHo, 4TO ypoBeHb 3KC-
npeccuu IDO1, CSF1, IL-6 1ocTOBEpHO MOBBIIIAETCS IPU J10-
6apnernu 200 u 500 EJl/mMn UH®y Ha 4 4 (B 260 pa3s, 5,5 paz u

2,6 pa3 npu qobasnenru 200 EJI/mm u B 362 pasa, 7 pa3 u 2,6
pasa npu nob6asienun 500 EJl/mi coorBercTBenHo). Uepes 1
cyTku nocie orMmbiBaHuss MH®Y noctoBepHO NMOBBILIEHHON
ocraercs Tonbsko skcripeccust IDO1. [pu nobasnernn UHDy
Ha 2 1 3 CyTOK yPOBEHb IKCIPECCUU ITUX T'€HOB JIOCTOBEPHO
He noBbimaercs. AHanmm3 skenpeccun 6enkoB IDO1 n CSF1
HE BBISIBUJ CYIIECTBEHHBIX OTINYUI MEXIY KOHTPOJIBHBIMH
u obpadoranHsiMu MH®y kierkamu. YpoBeHb SKCIPECCUH
HLA-DR uepe3 4 u ¢c UH®y He u3MeHsercs, OAHAKO, MOCIE
orMbIBKM MTH®y OH mocTeneHHo 40303aBUCUMO BO3pacTaeT,
nocruras uepes 48 4 npu nodasnexnnu MHDy 500 EJl/mi yse-
ar4eHus 6onee yeM B 8 pa3. YpoeHs sxcnpeccun HLA-ABC
TaKk)Ke TOCTENEeHHO MOBbImaeTcs mocie obpadorkn MCK
NH®Dy.

3axuriouenue. IlomydeHHbIE JaHHBIE ITOKA3bIBAIOT, YTO
nob6asnenne 200 EJl/m1 UH®y va 4 u x MCK, 3HaunTensHO
U JTOCTOBEPHO TOBBIIIAET YPOBEHb 3KCIPECCUH HUMMYHOMO-
JQYIUPYIOMINX T€HOB B 3THX KJIETKAaX, MHHUMAJIbHO MU3MEHS
sxcrpeccuro mosiekyn HLA-ABC n HLA-DR B miepBbIe 9acs
nocie oTMbIBKH. Takum 00pa3zoM, peaBapuTebHbIE JaHHbIC
TTO3BOJISIIOT 3AKJIIOYUTh, YTO JUISI BO3MOXKHOTO KIMHHYECKOTO
MpUMEHEHHUs TpearnouTuTenbaee nodasnenne MHDY B moze
200 EJI/mi Ha 4 4 HEMOCPEICTBEHHO NIepe]] CbEMOM KYJIBTYPbI
JUISL BBEZICHUSL.

MNetpos.a E.B., MapTtbiHkeBuny W.C., MonywkuHa J1.b., MapTbiHeHko J1.C., iBaHoBa M.I1,,
LibibakoBa H.lO., KneuHa E.B., LLlabaHoBa E.C., YeueTkunH A.B., Abgynkagbipos K.M.

BJIMAHUE NOJINMOP®U3MA RS11554137 BTEHE IDH1 HA NMPOIrHO3
3ABOJIEBAHUA Y BOJIbHbIX OCTPbIM MUEJTIOUAHBIM JIENKO30OM

OIrBY «Poccnincknin HayYHO-MCCIeAOBaTENbCKAN UHCTUTYT remaTtonorum u TpaHcpysmonorumn» ®MBA Poccuu,
193024, r. CaHkT-MeTepbypr, Poccusa

[Mpumepno y 10% OGonbHbIXx OMJI neTeKTHpyrOT MOJH-
MopdusM rs11554137 B rene IDHI. JlanHbple 0 BIMSIHUM TIO-
muMopdu3Ma Ha TMPOTHO3 TeUCHHS 3a00JeBaHUSA y OONBHBIX
OMIJI npoTHBOPEYHBHI.

Heas padorel. MccnenoBars 4acToTy BCTPEUAEMOCTH U
MIPOTHOCTHYECKUH MoTeHIHaN nmoauMopdusma rs11554137 B
rene IDH 1, a Tak)ke ero COueTaHKue C KIMHUKO-IeMaToJIornye-
CKUMH OCOOCHHOCTSIMU M BAPHAHTOM KapHOTHIA Y OOJIBHBIX
OMIJL

Marepuanbl U MeTOAbI. B riccnenoBanue BriroueHsl 112
6opHBIX OMIJL. Bo3pacT 60mbpHBIX cocTaBmi oT 18 mo 86 et
(Menuana 55 ner). [LluroreHeTHUECKMI aHATM3 BBHITIONHSITA Ha
G-nuddepeHranbHO OKPAICHHBIX XpoMocoMax. CKPHUHUHT
abeppanwmii B reae /DH 1 nipoBoxmmu metomom [P B pexmme
pearbHOTO BPEMEHH C AATbHEHIINM aHaIU30M KPHUBBIX IJ1aB-
JICHHUS.

Pe3yabrarsl u o6cyxaenue. [lonumopdusm B rene IDH]
(rs11554137) Obi1 oOHapyxeH y 7,1% Gompabix OMJI. Pac-
npezenenue 6oiapHbIx OMJI B 3aBHCHMMOCTH OT MOP(HOJIOTHU-
YEeCKOT0 BapHaHTa I10Ka3alo, 4To ITOJMMOP(H3M Yalle BCTpe-
qancs y 6onpHbBIX ¢ M4-BapunanTom OMIJI (p = 0,005). Bee na-
ueHThl ¢ noumophusmom rs11554137 Obwtu ¢ de novo OMJL.
Menuana Bo3pacta OobHBIX ¢ ommmopduszmom rs11554137
cocraBmia 58 JieT 1 Oblila CTATUCTUYECKH 3HAYMMO BBIIIC B
CPaBHEHUM C MEJMaHOW BO3pacTa MalMeHTOB 0Oe3 IOIMMOp-
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¢dusma (55 ner) (p = 0,005). Y nanueHToB ¢ HOPMATBHBIM Ka-
puotnnom nonmmopdusm rs11554137 B rene IDH 1 BcTpedan-
csi B 9,6% (y 5 u3 52 6onpuex ¢ HK (p = 0,334), y 3 manuen-
TOB C MOJUMOP(GU3MOM HaiiJIeH HeOIaronpusITHBIA KapHOTHIT
(p = 0,052). Bce mamments! ¢ nommopduzmom rs11554137
B rere /DHI Ttaxxe oOcCienoBaHBl Ha HAIWYHE MYTAIli B
redax FLT3, NPM1, NRAS, CKIT u DNMT3A. Tonbko y 2
6onpHBIX TTONIUMOP(hU3M B reHe /DH BeTpedacs: OTMHOYHO.
VY ocrampHBIX manueHToB mommMopousMm rs11554137 co-
gyetayucs ¢ mytauusmu B reHax: DNMT3A+, FLT3-TKD+,
NPM 1+, FLT3-ITD+/DNMT3A4+, FLT3-ITD+/FLT3-TKD+/
DNMT3A4+ n 'y 2 60oneubIX — ¢ FLT3-ITD. CpaBHUTENBHBIN
aHaJIN3 MeJMaHbl 00mell u Ge3pelUANBHON BBIKMBAEMOCTH
TIAIIMEHTOB C MOMMMOP(U3MOM U 6€3 HETO MoKa3asl 3HaYNMbIe
pasmmuns: 5,8 mec n 12,8 mec (p = 0,046) n 4,2 mec u 9,5 mec
(» = 0,004) cOOTBETCTBEHHO.

3axumiouenue. [Tommopdusm rs11554137 B rene IDHI
ABJISIETCA OCTATOYHO YacThIM coObITHeM y O6ompHBIX OMIJL
AccoruupyeTcst Kak mpaBuiio ¢ M4-sapuaHToM 3a00JicBaHHMs
n OoJjiee BBHICOKOM MeIMaHOH BO3pacTa IalleHTOB B CpaBHE-
HUHU ¢ OONBHBIME 0e3 monmmMop¢u3Ma. 3HAYUTETBHBIN Tpo-
THOCTHYCCKUIN MOTeHIMa nonumopdusma rs11554137 B re-
He /DHI 1mo3BOJIsIeT paccMaTpuBarh ero Kak HeOIarompHsT-
HBII MapKep, KOPPEJIUPYIOLUI C BBICOKUM PUCKOM pELIUINBA
3a00JIeBaHUS 1 HU3KOW BHKHBAEMOCTBIO.
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NMPUMEHEHUE METOA «TPOMBOPUCK» Y BETEW C TPOMBO30OM MMYBOKUX
BEH HA ®OHE TEPANMU 3JTOKAYECTBEHHOIO 3ABOJIEBAHUA

OIBY «®efepanbHblil HAyYHO-KNMUHUYECKUI LLeHTPa AeTCKOW reMaToNorn, OHKOMOrN 1 UMMYHOOTUN
um. Omutpusa Porauesa» Munsgpasa Poccnm, 117997, r. Mockaa, Poccuna

Tpom603 Tiry6okux BeH (TI'B) sBisiercst Hepenkoii comyT-
CTBYIOIIIEH MATOJIOTUEH MTPH JICYSHUH JETEH CO 37I0KaYeCTBEH-
HbIMH HOBOOOpa3zoBanmsMu (3H). Hapsnmy ¢ wmckmodeHmeM
BTOPUYHBIX MPUYUH TPOMOO3a, JaHHBIC MAIHUEHTH Tpely-
10T THIATEILHOTO O00CIIeIOBAaHMsI HA MapKephl reMaToreHHOMN
TPOMOO(UITNH, YaCTh KOTOPBIX OTHOCUTCS K CHCTEME IPOTe-
uHa C. B HacTosmee BpeMst UMeeTCs MPOCTOH M yIOOHBIH Me-
TOJI OTIpEJIeNICHNs] HapyIIEHUH B JJaHHOW cucrteme — Tpombo-
puck. Vicxonst u3 NaHHBIX, MTOMyYEHHBIX B KOTOPTAX B3POCIBIX
MAIMEHTOB, 3TOT METO/ 00IagaeT BHICOKON UyBCTBHTEIBHO-
CThIO M CHCHU(DUIHOCTHIO, OJJHAKO THATHOCTUYCCKAs 3HAYH-
MOCTbH JJAHHOTO TE€CTa y JeTEH 10 CHUX MOp HE UCCIICIOBaHA.

Heap padorpl. OnpenenuTs 9yBCTBUTEIBHOCTh U CIEII-
UPUIHOCTH MeTOa TPOMOOPHCK B OTHOIICHUU HApYIICHUN
B cucreme npotenna C y nereit ¢ TI'B Ha done Tepanuu 3H.

Marepuajbl 1 MeTOIbl. [I[pOCTIEKTUBHBIM METOIOM ObLIa
HaOpaHa rpynma nanuentoB 30 nereit B Bo3pacre 1-16 ner,
¢ oOwvexTHBHO monTBepxaeHHBIM TI'B, B Bo3pacte 1-16
net (n = 30), xoTopbM mpoBoAMIH Jeuerne 3H B ycrmoBmsax
cTanuoHapa. Jlo Hayaja aHTHKOAryJISIHTHOW Tepamnuu Obun
MPOBE/ICHBI CIIEAYIOMINE WCCICIOBAHUS: ONpEICICHNE aK-
tuBHOCTH TipoTtenHa C (IICa),koHIIEHTparu CBOOOTHOTO
nporenHa S (IIScB), BeIABIEHHE MPUCYTCTBUS BOTYAHOYHOTO
anaTuroaryisiaTa (BA ¢ simom ramoku Paccena — BASITP u ¢
KBapIeBbIM akTuBaTopoM — BAKA) 1 pe3UCTEHTHOCTH K MPO-

teuny C (PAIIC), a Taxxe mpoBeneH TecT « Tpombopucky. 3a
cumkenue [1Ca u I1ScB npunnmManocs 3HaueHue mexee 70%,
3a Hanmmuue PATIC — 3naueHune menee 2,2. 3a MOJIOKHUTEIIBHOE
3HaueHHue Tecta TpoMOOpHUCK ObUTa PUHATA BETMUNHA MEHEE
82,5%. 3a nonoxurensHoe 3HaueHue BASTP u BAKA npu-
HHMMaJIH [TI0Ka3areib Oomnee 1,2.

PesyabTathl u obcy:xnenue. Crmkenue [ICa 3aperu-
ctpupoBaHo y 13 maruentos, [1ScB — y 13, monoxxurenbHbIN
tect Ha BASI'P — y 2 manuenTtoB (onpenernsumi y 29 namnueH-
ToB), BAKA —y 7 (onpenemnsinu y 29 marmentos), PATIC —y 2
nereil. To i MHOE HapyIIEHHE ONpeeseHo Y 23 OONbHBIX.
[MonoxxurensHOE 3HAUCHHE TecTa « TpoMOopucK» oOHapYKe-
HO y 21 pebenka, mpu 3ToM B 18 cirydasx 3TO COOTBETCTBOBA-
JI0 U3MEHEHUsIM B cucteMe nportenHa C. UyBCTBUTEIBHOCTH
tecta «Tpombopuck» cocraBmwia 0,78%, crenuduaHocTs
— 0,71%, mporHocTHYecKasi EHHOCTh IMOIOKUTEIHHOTO pe-
synprata — 0,9%, otpunarensHoro pesynsrara — 0,5%. Ko-
s dunment xoppemsauun Crimpmena (KC) Mexay 3HaueHnEM
Tecta « TpoMOOpHCK» M aKTUBHOCTHIO mpoTernHa C COCTaBUII
0,47 (*p = 0,03), comepkaHUEM KOHIICHTPALUU CBOOOIHOTO
nporenna S — 0,18 (p = 0,42) nu PAIIC — 0,53 (*p = 0,01).

3akmaiouenue. Meron «TpoMOGOpHCK» ABISETCA YyBCTBU-
TEJIBHBIM U 3()()EKTUBHBIM HMHCTPYMEHTOM, MPHMEHUMBIM
JUTS CKpUHUHTA HapyIIeHu# B cucteMe nportenHa C y merei
¢ TT'B.

MonywkwuHa J1.6., MapTbiHkeBuy U.C., LLlyBaes B.A., ®omuHbix M.C., LLInx6abaesa A.1.,
MeTpoga E.B., MapTbiHeHko J1.C., iBaHoBa M.IN., Libi6akosa H.I0., LLlabaHoBsa E.C.,
KepHskosa A.A., Caspunoa A.M., A6aynkagbipos K.M.

MOJIEKYNIAPHO-TEHETUYECKU NPOOUNb MALUUEHTOB
C NEPBUYHBIM MUENOOUBPO3OM

OIBY «Poccninckunin HayYHo-UccnefoBaTeIbCKMN UHCTUTYT rematonorumn u TpaHcoysmonormum» ®MBA Poccun,
193024, r. CaHkT-leTepbypr, Poccua

B ocHOBe marorenesa nepsuyHOro Muenohuoposa (IIMD)
JICKUT KJIOHAJIBHBIA MuenonposudeparuBubiii mporece. [e-
HETHYECKHe HapyIICHHs B OIMYXOJEBBIX KJIETKaX BKIIOYAIOT
MyTtanuu reHoB JAK2, MPL, CALR, xpomMocoMHBIe abeppa-
I[1H, STTUTeHETHYEeCKHUEe M3MEHEHUs. BapnaOenbHOCTh KIIMHU-
yeckoro TedeHus: [IM® y nanueHToB ¢ pa3HBIMH KJIOHAIBHBI-
mu Mapkepamu (KM) u SITUTEHETHYECKUM CTaTycoM TpeOyeT
MPUCTAJIBHOTO H3yYEHHs A BO3MOXKHOW CTpaTH(HUKAINN
TPYIII pUCKa.

Leap padorsl. OLUEHUTH BBDKHBAEMOCTH MAIMEHTOB B
rpymnmnax ¢ pa3angHsIMH KM 1 3ITHTeHeTHYEeCKUM CTaTyCoM.

Marepuanabl U MeTOAbI. B uccnenoBanue BKIOUEHHI 89
nauueHToB ¢ jauarHozom IIM®, meauana Bo3pacta 59 ner
(19-82 7er). Y Bcex MAaIMEHTOB MPOBOIWIN OMpEAETICHUE
JAK2V617F-craryca, npu JAK2  nerektupoBasu MyTaluu
B 515 xomone rera MPL u myranmu 9 sk30Ha reHa CALR.
V 73 nanueHToB BHITIOIHEH aHau3 reHoB ASXLI v EZH2 me-
TOJIOM KPHBBIX IUIABJIEHHS C TTOCIIETYIONINM CEKBEHHPOBaHH-
eM, y 39 GONBHBIX — MIUTOTCHETHYECKOE MCCIIeIOBaHHUE.

Pe3yabraTrhl u 00cy:xkaenne. KM BoisiBieHs! y 64 60ib-
HeIX: JAK2" y 41(46,1%) n3 89, CALR" y 19 (21,3%), MPL"
y 4 (4,5%) ciryuaeB. TpoiiasiMu HeratuBHBIME 1m0 KM (TN)
ot 25(28,1%) u3 89 marmumentoB. MenuaHa BBDKHBAEMO-
cti TN manueHTOB ObLTa HaMMEHBIIEH M cocTaBmia 4 romia
(» =0,047), JAK2" 11,9 roma. Y CALR" m MPL" manueHTOB

npu cpoke HabmoneHus 10 1 4 roga COOTBETCTBEHHO, MEIH-
aHa BBDKMBAEMOCTH JOCTUTHYTa He Obuia. Ilo pesynmpraram
LUTOT€HETUYECKOTO HCCIEIOBAHUS BBIIEICHBI JBE IPYIIIBI
nagueHToB: 1-s rpynna — 20 malueHToB ¢ HOPMajbHBIM U
5 — ¢ xapuorunom del(13)(q22), del(20)(q12), add(6)(p25),
del(6)(ql5); 2-a rpynmna — 13 ManueHTOB ¢ KOMILICKCHBIMU
HapyImIeHUIMHA KapuoTuma u abeppanusmu +8, -7/7q-, i(17q),
inv(3), -5/5q-, 12p-. Menuana BEDKMBa€MOCTH MAIIMEHTOB |-if
rpynmsl — 7,4 rona, 2-# rpynmsl — 4,5 roga. Hebnaronpusr-
HBI KapUOTUT HE BCTpedascs y 8 6ompHBIX ¢ CALR", omHAKO
obHapyxkeH y 6 (35%) u3 17 6onpubIX ¢ JAK2 1y 7 (54%) u3
13 ¢ TN (p = 0,053). O6Hnapyxeno 18 myrarnwii B rene ASXL 1
y 16 (21,9%) nanuentoB. CTaTnCTHYECKN 3HAYUMO Yalle My-
Taruu BeTpeyanucs y narueatoB CALR™ u TN, uem y JAK2*
(y 63 16 ny 8 u3 24 nmpotus 2 u3 29; p = 0,037 u p = 0,044
cooTBeTCTBEHHO). ¥ 2 TN manueHTOB BBISIBICHBI MyTAIIAH Te-
Ha EZH2. B 0o6oux ciy4asx MyTallu{d COYETaIHNCh C Hapylle-
Husimu reHa ASXL].

3akmiouenne. Xapakrep KM, Hamuume IUTOTCHETHYE-
CKHX abeppanuii ¥ AMUTCHEeTHYECKUX U3MEHEHUI MOTYT OBITh
B3aMMOCBSI3aHbl C PA3JIMYHBIM IMPOTHO30M TeueHus [IMO.
OtcyrerBue KM u Hanmmuue HeOIaronpuATHOTO KapHOTHIIA
aCCOIMMPOBAHO CO CHIYKEHHEM OOIIIel BEDKMBAEMOCTH. Bin-
SIHUE SITUTeHETHYECKOTO CTaTyca Ha MPOTrHO3 OOJIBHBIX TPeOy-
eT JajbHEHIIEero H3ydeHusI.
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Monosa H.H., NMaposnuyHmkosa E.H., KysabmuHa J1.A., Bacnnbea B.A., Jpokos M.IO.,
CopokuHa T.B., Muxanbuosa E.[., Koponesa O.M., ly6Hsak [.C., CaBueHKko B.I.

KOHAUUVWOHUPOBAHUME TPEOCYJIbOAHOM NEPEA AJIJ1O-TICK
Y B3POCJIbIX MALUEHTOB

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

C 1983 r. oqHUM W3 OCHOBHBIX MHEN0A0JIATUBHBIX pe-
KMMOB  TIPEITPAHCIUIAHTAI[MOHHOTO  KOH/WUIIMOHUPOBAHUS
(ITTK) ocraBaics pexum Oycynbdan (Bu) 16 mr/kr + mukito-
¢docdan (Cy) 120 mr/xr (G.Santos u coasrt.). OgHaKo, co Bpe-
MEHEM HaKallJIMBAJINCh JAHHBIC O PA3BUTHUU TaKUX 3HAYHMMBIX
OCIIOKHEHHH IIpH ucnons3oBaHuu Bu, kak BObB, cynopory,
MHACTEHUS], MEYCHOYHAs! M JIETOYHAs HEIOCTaTOYHOCTb, Ie-
MOpPparuuecKuil IUCTHUT, SHTEPOIATHs, MOPAKEHHUSI KOXKH, a
TakKe 0oJee TO3HIE OCTIOKHEHUS — PUOPO3HI (TIeYeHH, JIeT-
KHX), KaTapakta u 1p. Mcmons3oBanne Tpeocynbdana craio
anbTepHaTUBHBIM pemenueM B pexume [ITK cHavana y ne-
Teil, a 3aTeM y B3pOCIIBIX ALUEHTOB.

Heab padoThl — UCCIENOBAHUE TOKCUIHOCTH U A dek-
TUBHOCTH Tpeocylib(pana B MuenoadnarnsHom pexume [1TK.

Marepuanabl u Meroabl. 3a nepuoa 2013-2015 r. B or1-
JeneHne xuMuorepanuu Tremobmacto3oB U TKM ®I'BY
I'HII M3 P® u3 126 amno-TI'CK 18 (8 myxuun, 10 xen-
IIMH) BBIIOJIHEHO B pexume Tpeocynbdan 36 r/m? + Cy 120
mr/m2. 9 amno-TI'CK mposeneno Gonsaeiv OMJL, 6 — OJIJ1,
2 — MII3, 1 — MJIC. MenuaHna Bo3pacta OOJBHBIX COCTABUIIA
27 (19-40) net. lluToreHeTrnYecKre HAPYIICHUS BBISIBICHEI Y
4 6ompabIx OMJI (Ph* — 1, t(3;5) — 1, t(8;21) — 1, Tpucomus
8—1),y 5 OJUJI (4 - Ph, 1 c nepecrpoiikoii rena MLL).

B KkauecTBe WCTOYHMKA TPAHCIUIAHTAaTa MCIIOIB30BAIIH
xocTHbIH MO3T (1 = 13),CKK (n = 5). ¥ 7 manueHToB TpaHc-

IUIAHTAIMS OT POACTBEHHBIX JIOHOPOB, Y 6 — OT HEPOJICTBEH-
HBIX ITOJTHOCTBIO COBMECTHMBIX JIOHOPOB, Y 5 — OT 4aCTU4HO
COBMECTHUMBIX HEPOJICTBEHHBIX JOHOPOB. ¥ 2 OOJBHBIX BbI-
nonaeHa 2-s1 anmno-TI'CK ¢ IITK tpeocynsdanom B cBsizu ¢
OTTOpKEHHEM TpaHCIUIaHTara. Bcem OONBHBIM TPOBOIMIH
UCT (B GonpmIMHCTBE UKIOCIOPHH A, MeTOTpeKcat, Mode-
THJIa MEUKO(EHOIAT).

PesyabraThl u 06cyxkaenne. Ha MOMEHT aHayi3a KHBBI
14 (77,7%) Gonbubix. 100% moHopckas xumepa Ha +30-#
JeHb gocturayta y 12 (66%), n3 Hux y 3 B najipHElIeM Ha-
Oxronalicst yOBIBAFOIIUI TOHOPCKUN XUMEPHU3M, B TOCIICIYFO-
meM — ortopkeHne (50% u Gonee cOOCTBEHHOTO KPOBETBO-
perns). Ha +90-ii nens y 8 (44,4%) GonpHBIX 3aduKCHpOBa-
HO oTTOpkeHue, emie y 3 (16,7%) — peuuaus 3a00JicBaHuUs.
YMmepnu 4 O0NBHBIX, 3 HUX | B pe3ynbraTe peluanBa, 3 — UH-
(DEKIIMOHHBIX OCIOKHEHUI.

3akaouenne. He 3adukcupoBaHo cepbe3HBIX TOKCHUE-
ckux ocioxkHenuit npu IITK Ttpeocynspanom. Onnako oT-
MeueH BBICOKUH puck (47,1%) pa3BUTHSA OTTOP)KEHUS TPaHC-
TUIaHTaTa y OONBHBIX W3 TPYNIIBI BBICOKOTO pHCKa. Takum
o0paszom, Tpeocynbdarconepxkammii pexum I[ITK 3apexo-
MEHJI0BaJl ce0sl KaK PEXKUM MOHIKEHHON TOKCHYHOCTH, HO HE
KaK MUenoadnaTuBHbII. Bo3MoxkHO ero ucnosb3oBanue Oynet
OIPaB/IaHO y OOJIBHBIX CTAapIlei BO3PACTHON IPYIIIEI U Y Ta-
LIMEHTOB C TSDKEJIOW COIYTCTBYIOLLEH MAaTOJOTUEN.

PomaHoBa E.B.!, Capaesa H.O. '? Kanopckasa T.C.

SOOEKTUBHOCTb IEYEHMA NALMEHTOB C MM
B 3ABUCUMOCTHU OT KOMOPBUAHOCTU

'TBY3 UpKyTcKan opfeHa «3HaK NoyéTa» o6nacTHas KnnHuyeckas 6onbHNLa, 664049, r. UpkyTck, Poccus; 2TBOY
BMO «MpKyTcKuin rocynapCTBeHHbIN MeANLIMHCKUI yH1BepcuTeT» MuHsgpasa Poccnu, 664003, r. VipkyTck, Poccua

MHuoxecTBeHHas Muenoma (MM) — 3To 310KauyecTBEHHAs
OITyXO0JIb, MOP(OJIOTHYECKUM CYOCTPaTOM KOTOPOH! SIBISIFOTCS
IUIA3MAaTHYECKUE KIIETKH, MPOAYIHPYIOUIHE MOHOKJIOHAIIb-
HBI UIMMYHOIIOOY/TMH. MHOXECTBEHHOW MHEIOMOi 0oseroT
MIPEUMYILECTBEHHO JINIA MOKUIIOTO BO3pacTa C pa3IndHbIMH
COITYTCTBYIOIMMH 3a0oseBaHusIMH. COBpPEMEHHBIE IOJXO-
JIbl K JIeYeHUI0 00ibHBIX MM orpenenstoTcsi BO3pacTHBIMU
TpaHMIAMHU 1 HAJIMYUEM COITYTCTBYIOIECH ITaTosIorun (KOMOop-
OMTHOCTBIO).

Hean padoTel. M3yunTs 3 GeKTUBHOCTD JIeYeHUs Y O0JIb-
HBIX MM B 3aBHCHMOCTH OT KOMOPOHUIHOCTH.

Marepunajbl U MeTOAbl. B uccinenoBaHue BKIIOYEHO
159 6onpHBIX MM. 15151 OLIEHKH COITYyTCTBYIOLIEH MaTOJIOTUH
UCTOoNb30BaNN HHEKC Komopouanoct CIRS — kymynsaTus-
Has IIKaja peituHra 3abomeBanue. COCTOSHHE OPTaHOB U
cUCTeM OlLieHUBalach B Je0roTe 3a0oneBanus. B 3aBucumo-
CTH OT MCXOIHOTO YPOBHSI KOMOPOHMIHOCTH TAIUEHTHI OBLIH
paszeneHsl Ha ABe Tpymmel. B 1-fo rpynmy Bkimounmn 108
OOJIBHBIX C HU3KUM YPOBHEM KOMOPOUJIHOCTH, BO 2-10 TPYII-
my — 51 OONBHBIX CO CpPEJHMM YPOBHEM KOMOPOWMIHOCTH.
I'pynmel 6bUIM COMOCTABUMBI MO BO3PACTy M MPOBOIMMOM
XUMHOTEpanuu.

Pe3yabratsl u o0cy:xkaenue. [IpoBeneHa omeHka 3 dek-
TUBHOCTH JIeUeHHs OONbHBIX MM, MMEIOINX UCXOJHO HU3-
KUH ¥ CpelHUI ypoBEeHb KoMOpOuIHOCTH. [lo momydeHHbIM
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JAHHBIM JO0JI MAIUeHTOB |- TpyNmel ¢ MCXOJHO HU3KHM
YPOBHEM KOMOPOHIHOCTH, UMEIOIINX ITOJHYIO U YaCTHYHYIO
peMuccuy OblIa CTATHCTHYECKH 3HAUYMMO BBIIIE, YEM CPEIU
NAlMEeHTOB 2-i IPYIIIIBI CO CPEAHUM YPOBHEM KOMOPOUIHOCTH
(»=0,002 u p =0,01 coorBercTBeHHO). CTaTHCTHYECKH 3HA-
YUMBIX Pa3JIMyYMi B MOITYYEHUHM OYEHb XOPOLIEH YaCTUYHOU
pemuccuu Mexay rpynnamu He nomydeHo (p = 0,55). domns
OOJIBHBIX C MUHUMAaJILHBIM OTBETOM M Iporpeccueil 3adoe-
BaHMs ObUIA JOCTOBEPHO BBIIIE CPEAN MAIMEHTOB C MCXOAHO
CPEeIHUM YpOBHEM KOMOPOHAHOCTH IO CPABHEHUIO C MaIy-
SHTaMHU C HHU3KUM ypoBHeM komopOumHoct (p = 0,0002 u
p =0,035 cooTBeTcTBEeHHO). [ pyIITy OTBETHBIINX HA JIEUCHUE
COCTaBWIM IALIMEHTHI C IIOJIHOM, OYEHb XOPOILIEH YaCTUYHOU
M YaCTUYHOM pemuccueil. B 1-il rpymnme oTBeTUBIIMX Ha Jieye-
Hue 6610 69 (63,9%) yenmoek, Bo 2-if rpymme — 12 (23,5%).
Kak BuzHO, B 1-if rpymnmne nanueHToB ¢ HU3KUM YPOBHEM KO-
MOpPOMIHOCTH B MOMEHT JMAarHOCTUKH 3a00JIeBaHMs J10IIsI OT-
BETHBIINX HA JICUCHHUE OblIa CTATUCTUIECKN 3HAYMMO BBIIIIE,
YeM Cpe/i MAlMeHTOB CO CPETHUM YPOBHEM KOMOPOHUIHOCTH
(» =0,0001).

3akmiouenne. KoMopOHIHOCTH CyIIECTBEHHO BIHSCT
Ha 3((deKTUBHOCTh XUMHOTEpanuu y 0oiabHbIx MM. OtBer
Ha IPOBOJMMOE JICYCHHE OBbIJI CTAaTHCTHYECKH 3HAYMMO BBI-
1€ y MaIfeHToB ¢ 0ojiee HU3KUM YPOBHEM KOMOPOHMIHOCTH
(»=10,0001).
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CaueHko B.I, MaposuyHukosa E.H., Tpouukas B.B., Cokonos A.H., Knacosa I"A., Kynukos C.M.
n Poccuniickas Mpynna no nsyyeHuio OJ1

AOJITOCPOYHDbIE PE3YJIbTATbI JIEHEHUA BOJIbHbIX OMJ1
Mo NPOTOKOJ1Y OMJ1-10: POCCUMCKOE MHOTOLLEHTPOBOE
PAHAOMU3NPOBAHHOE UCCJIEAOBAHUE

OrBY «femaToNOrMyecknin HayuHbI LleHTp» Munsgpasa Poccun, 125167, r. MockBsa, Poccua

Poccuiickoe MHOTOLIEHTPOBOE paHAOMU3UPOBAHHOE HC-
cnenoBanrie OMJI-10 ctaBwio cBoeil 3amavel OICHKY 3(-
(exTrBHOCTH 2 KypcoB KoHcoiuaauuu [aubo (1-st BeTBB)
OuTapabWHOM B CTaHAApPTHOU no3e (7+3), mmubo (2-5 BETBB)
B BoIcOKO# 03¢ (BJILL 1 r/m> 2 pa3a B genb 1-3 aHst) B coue-
TaHUH C UAAPYOUIMHOM (8 Mr/M? 3 [HS) 1 MUTOKCAHTPOHOM
(10 mr/m? 3 mHst)| MOCIIe BBIMOMHEHUSI 2 MHAYKIIMOHHBIX KYyp-
coB 7+3 ¢ mayHOpyOuIMHOM B 103 60 MI/M?> Ha BBEJECHHUE W
nocienyrone noaaepuBaronie repanueit 6 kypcamu 5+5
(mrapabua+oMP).

Matepuasl u metoabl. C saBaps 2010 no ssaBaps 2013
. B HcclieioBaHue ObLIH BKIIFOYCeHBI 250 6ompHBIX OMII u3
20 remaromorndeckux MeHTpoB PD. 125 GompHBIX: 45 1er
(17-59 net), 73 (58,4%) xenmun u 52 (41,6% )My uuH ObI-
JU PaHJOMU3HMPOBAHHBI Ha 1-10 BeTBb, 125 — Ha 2-10 BETBb:
43 roma (16-60 mer), 69 (55,2%) sxeHuriH u 56 (44,8% )Myx-
ypH. 212 O0NBHBIX OBUIM BKIIOYEHLI B aHAJIM3, BBLIIOJHEH-
HbIl B ceHTsa0pe 2015 . (0 39 GonbHBIX HET cBeneHui). [u-
TOTEHETHYECKHE NaHHBIC MPENCTaBICHB y 75% OONBHBIX:
Ha 1-if BeTBH 17,3% OTHECEHO K OJArONPHUSATHON TPYIIIE 1O
LIUTOTeHETHKE, 66,7% — NPOMEKYTOUHOTO pucka, 16% — He-
OmarompusTHOTO pHUcKa; Ha 2-if BeTBU — 20%, 53,6%, 21,4%
COOTBETCTBEHHO.

Pesyabrarel. [loctmwxkenue IIP  waOmomanock y
153(72,2%), pesuctentocth — y 28 (13,2%), cMepTh B WH-
nyknun 'y 31(14,6%) OonbHbIX; cMepTs B IIP Hactymmma
22(14,4%) n3 153 GonbubX. O6mmas BepKuBaeMocTh (OB) B
TeueHue 5 et BceX 00mbpHBIX cocTaBmia 30,7%, Oe3pennanB-

Has (BPB) — 32,7%. Pasnuunit 8 OB u BPB y 6onpHBIX 1-i
u 2-1 BetBU He Obu10: 31,6% 1 29,8%:; 39,6% u 25,8% cooT-
BeTcTBeHHO. [Ipu noctmxenun I1P nocne 1-ro kypca bpB nHa
1-i1 BetBU coctaBmia 44%, Ha 2-it — 31%; nmocne 2-ro Kyp-
ca— 34 u 20%. B mynsruBapuantHoM ananuze (MA, moznens
Kokca), BKITIOUMBIIIEM T10J1, BO3PACT, BAPHAHT PaHI0MHU3AIINH,
WHUIHAATBHBIA JIEHKOIINTO3 U YHCI0 TPOoMOOIHTOB, % OmacT-
HeIX KieTok B IIK m KM, rpynmy pucka mo mUTOTEHETHKE,
anpOymuH u JIJAT, noctmwxkenue [1P mocne 1-ro wim 2-ro Kyp-
ca, BemonHenne amtorenHod TI'CK B 1-it TIP, ompenenens
(axTopbl, CTATUCTHYECKM 3HAYUMO HEraTUBHO BJIMSBIINX Ha
nokazarenu S-netHedt OB u BPB: meOmarompusitHas 1urto-
reaerudeckas rpymma (HR = 1,9; p = 0,014 u HR = 3,047;
p = 0,0049 cootBeTcTBeHHO), noctmwkenue 1P mocme 2-ro
kypca (HR =2,4; p = 0,003 u HR = 2,3; p = 0,007) u HEBBI-
nonaenune ammorerHoi TT'CK B 1-# [TP (HR =4,71; p=0,001
u HR =4,9; p =0,0006).

3akmiouenne. Koncomupauus BJILl He umeer npeumy-
IIECTB Tiepea KOHCONHOAIMe! ¢ MUTapaOWHOM B CTaHIApT-
HBIX J03aX TPU HCIOJIB30BaHUM BBICOKOH CyMMapHOW J103BI
AQHTPALMKINHOB. BBICOKO03HAsI KOHCOMIALNS HE YIy4dIIaeT
JTOTITOCPOYHBIEC PE3yNBTaThl BEKHBAEMOCTH OONBHBIX U3 pa3-
JIUYHBIX TPYIIN pHCKa: pH gocTikeHny 1P mocie 2-ro kypca
U W3 MPOMEXKYTOYHOH/HEOIAronpusITHOW TPYNIBI PHUCKa I10
uToreHernke. [1pn moctmkenun [1P mocie 2-ro Kypca XuMu-
oTepanuu Tonpko BeimonHeHue amio-T1'CK mo3Bomnser momy-
YHUTh JOJITOCPOYHBIC PE3YJIBTAThI, CONOCTABUMBIC C TAKOBBIMH
B TpyIIax OJIaronpusTHOTO MPOTHO3A.

Canumos 3.J1., Kaabak M.M., Parumog A.A., balipamann6eiinu W.3., Jawkosa H.I.

NMNA3SMAQ®EPE3 NPU ABO-HECOBMECTUMOI TPAHCIUJTAHTALUU NOYKHU

I'BOY BIMO «Mepbit MTMY nm. .M. CeueHora» MuH3gpasa Poccun, 119991, r. MockBa, Poccus; OTBEHY
«PoccnincKnm HayuHbIn LeHTp Xxupyprum um. akag. b.B. Metposckoro», 119991, r. Mocksa, Poccusa

OnmHUM H3 CIIOCOOOB peIIeHus MPodieMbl TeduuTa 10-
HOPCKHX OPIaHOB SIBIISICTCS POJCTBCHHAs TPAHCIIAHTALUS.
OnHako, 4acTo €IMHCTBEHHO BO3MOXKHBIH JOHOpP HE COBIIa-
JlaeT C PEIMIHEHTOM IO TPYIIOBBIM aHTUTeHaMm. Mcnoss-
30BaHHE TIa3Madepesa C LEeNblo AMUMHUHALNN aHTHTPYIIHO-
BBIX @HTUTEJ Y PELUIIMCHTOB JI€JacT BO3MOXKHOU IIEpecaiKy
ABO-HECOBMECTHMOTrO TPAaHCILIAHTATA.

Leas padorsl. Vzyuenne 3pPpeKTHBHOCTH HCIIONB30BA-
HUs 1a3Madepesa npu ABO-HecoBMecTHMOHN TpaHCILIaH-
Tanuu 1moyky. Llenpio npuMmeHeHns mia3Madepesa sBIsIOCh
cHmkenne tutpa ABO-aHTHTEN B KpPOBH pPEIUIHUEHTA [0
ypoBH 1:8 u HUXKeE.

Matrepuanibl 1 MeTOABL. bbl1o n3yueHo 45 ciryyaes noa-
TOTOBKM TManueHToB kK ABO-HecoBMecTHMOW TpaHCIUTaHTa-
I[1H, IPOXOAMBIINX JIeYeHUE Ha Oa3e OT/eNCHUs TPaHCILIaH-
tauuu nouku PHIX wum. akax. b.B.Ilerposckoro ¢ 2008 mo
2014 rr. Ilnmazmadepe3 MpOBOAMIN Ha ammaparax (UPMBI
Haemonetics PCS-2 u «I'emoeHnKe» ¢ Mm1a3MeHHbIM (DUITb-
TpoM «Poca». Ynananu He menee 100% OLII co ckopocThio
400-1200 mn/9. B xagecTBe COCYANCTOTO TOCTYTIA UCTIONB30-
BaJIM apTEPUOBCHO3HYIO (DUCTYITY WIIM KaTeTep B MOAKIIOYHY-
Holi BeHe. Kak npaBuiio, Ha MOMEHT HPOLEAYPBI TEMaTOKPUT
kosebancs B mpeaenax 25-35%. 3amecTurensHas Tepanus co-
crapisia 70-150% ot oObema ynaleHHOW IMiia3Mbl. Y pelu-
MTUEeHTOB MoJIoxke 15 et 6onee 50% oObema 3aMeCcTHTEIILHOM
Teparnuu coctaBisul 5% pactBop ansOymumna, 10-25% cae-

JKe3aMOPOXKEHHAs JIOHOPCKas Iu1a3ma, okosio 25% obbema —
pacTBOPHI KPUCTAIUIONAOB. Y B3POCIBIX pennnueHToB: 50% —
C3I1, 50% — pacTBOpBI KPUCTAILIIOUIOB.

Pesynbrarnl u 00cy:xaenue. HauanbHell ypoBeHb aHTU-
TeJ BapbHpoOBal B peaenax ot 1:32 mo 1:4. B 3aBucuMocTn ot
HCXOAHOI'0 TUTPa BapbUPOBAJIO U KOJIHUYCCTBO HeO6XOZ[I/IMI)IX
npouenyp Iasmadepesa. B rpynme ¢ HadanbHBIM ypOBHEM
agTHTeN 1:32 B cpemHEM Ha OJHOTO PEIUIHEHTA IPHUIILIOCH
9,3 mporeayphl BHICOKOOOBEMHOTO TIa3Madepesa, B rpyrime
¢ tutpoMm 1:16 — 8,4 mponenypsl, B rpymnne ¢ Tutpom 1:8 — 3,1
MpoIIeAypHl, B Tpyte ¢ TutpoM 1:4 — 1,7 mpouenypsr. U3 45
HNALUEHTOB Y 7 HE yJaJIOCh CHU3UTh TUTP aHTUTPYIIIIOBBIX aH-
TUTEJN, TI0 MPUYHMHE YETO TPAHCIIAHTAIUN ObUIM OTMEHEHHBI.
Taxoke OBITO 3aUKCHPOBAHO 8 CITydaeB MOTEPH TPAHCIUIAH-
Tara U cMepTh 2 peuunueHToB. B 3 ciyuasx morpedoBanoch
MIPOBECTH JOTOJIHHUTEIIFHYIO CEpUIO IIa3Madepe3oB IMocie
TPAHCIIJIAHTAllMU B CBSI3M C POCTOM THTPa aHTUTPYTMIIOBBIX
antuteln. B nmenom, y 38 (73%) u3 45 nanueHToB ¢ rpynmnoBoi
HECOBMECTHMOCTBIO, YAaJI0Ch CHU3UTh THTP JI0 CyOHOpMaJIb-
HBIX BEJINUUH U IpoBecTH nepecaaky ABO-HecoBmecTnmMoro
MOYEYHOT0 TPaHCIUIAHTATA.

3akirouenne. Ha OCHOBaHMM IpPHBEIEHHBIX JIAHHBIX
MOXXHO CJIIeNaTh BBIBOA 00 3(QPEKTHBHOCTH HCIIOIB30BAHUS
HKCTPAKOPIIOPATLHBIX METOIOB TeMOKOPPEKIMHU — Tuiazmade-
pe3a B KOMIUIEKCE MOATOTOBKM MarueHToB k ABO-HecoBme-
CTUMOM NepeCcaaKe MOUKH.
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MOJIEKYJIAPHO-UMTONEHETUYECKOE UCCJIEAOBAHUE
MUEJNIONPONIMOEPATUBHbIX HOBOOBPA3OBAHUI
CMNOMOLLbIO HOBOI'O SKNPECC FISH-TECTA

OIBY «PoccnincKmnin OHKONOrMYeCKMin HayuHbIn LeHTp um. H.H. BnoxuHa» MuHsgpasa Poccun, 115478, r. MockBa,
Poccua; OO0 «leHoTexHonormaA», Mockea

MuenomnponudepaTiuBHbIe 32007¢ BaHUS BKITIOYAIOT B CE-
0s1 opuTpemuto (uctuHHas nonunuremus, WIT), scceHmanb-
Hyto tpombormremuto (OT) u manonarnyeckuii muenodu-
6po3 (UM®). s quarHoctuku MITH BakHBIMU SIBIISIFOTCS
PE3yNbTaThl [UTOTEHETHYCCKUX, MOJICKYISIPHO-IIUTOTCHETH-
YEeCKHUX ¥ MOJICKYIISIPHBIX HCClleoBaHuid. [ 1aBHOM 0coOeHHO-
cteio MITH siBisieTcst TO, 9TO IIUTOTCHETUIECKHIE HAPYIIICHHUS
HAOTIONAIOTCS WM B HE3HAYUTEIBHOM I0JI€ CITydaeB Ha MO-
MEHT TIOCTaHOBKH Juartosa. [103TomMy, COBMECTHO C ILIUTO-
TCHETHYSCKAMHU HCCIICAOBAaHUAMU HEOOXOAMMO IPOBOIWTH
MOJIEKYJIIPHO-LUUTOI€HETUYECKUM  aHalIu3, I03BOJIAIOIINN
ONPEJICNIUTh KPUNITUYECKUE TUTOTCHETUYECKHUE U3MEHEHUS, U
MOJICKYJISIPHBIN aHAIIN3, OMPEACIISIOMNN MyTallui TaKUX Te-
HOB, Kak JAK2, MPL, CALR, LNK, CBL, MPN, TET2,IDH1/2
U T.JI., KOTOpbIe oueHb crieruduynbl it MHIT u BIsBsIFOTCS
B 20-90% ciyuaes. [Ipu nepexone u3 XpoHHUUECKOH (a3bl B
a3y OrmacTHBIA KPU3 YaCTOTa TEHETHYECKUX M IIUTOTCHETH-
YECKUX U3MEHEHHH CyIIEeCTBEHHO YBEITUUYMBACTCS.

Heab padorsi: coznanue FISH-nmanenu 1uist BbIsBIEHUS
HanOoJjee yacTo BCTpedaemblx abepparuii mpu MITH, o6Ha-
pY’KEHHE CKPBITHIX LUTOTEHETHMYECKUX H3MEHEHHM MpH Io-
monu FISH-ananmza.

Marepuaabl U MeToabl. B Hamieil pabore Obui Tpo-
BEJICHBI MOJIEKYJISIPHO-IIUTOTEHETUUECKUE U MOJICKYIISIpHBIC
uccienoBanus 24 mamuenToB. Y 23 manueHToB Obula 0OHA-

pyxeHa myTtanusa 12 sk3oHa B reHe JAK2 u y | nanueHTa
nenerust yaactka reHa CALR. [ MoieKymspHO-IIUTOTeHe-
THYECKOT0 aHann3a Oblia coOpaHa maHeNb 30H/10B, /ISl BBISIB-
JICHHUsI HanOoJee 9acTo BCTpedaeMbIX abepparmii mpu MITH:
amrumrduranus/aenenus 121, 1p36, 3926, 5q31-q33,7q22-
36,20q11/20q12, 13q14, 17p, Tpucomust xpomocom 8§, 9, 21.

PesyabTarsl U o0cy:xkaenue. Y 3 NauueHTOB ¢ MyTallu-
eit B reae JAK2 OputH OOHAPY)KEHBI CKPBITHIE XPOMOCOMHBIC
abepparn: B 8% KIETOK Obuta OOHapykeHa amIutHduka-
nust ydactka 1q21; nenenus yuactka 13ql4 B 80% xierok;
ammuudukanus ydactka 3q26 B 60% KiIeTok; HeoOBIYHas
KOMOMHAIMS CUTHAJIOB 30HAA sl TpaHciokaruu t(12;21)
(p13.2;922.1) B 8% KIIeTOK (BBISBICHBI JIBA CIIUTHIX CHUTHAIIA
reHoB TEL n AML co cnabsim curnanom TEL u 1Ba curnana
reHa TEL).

3axJriouenue. Takum oOpazom, y Bcex 60onpHbIX MITH ObI-
7 oOHapy KeHs!I crierduaeckne mytarmu (96% — rena JAK2,
4% — rena CALR). IlonyueHHble pe3ysbTaThl MO3BOJISIOT J1aTh
MIPEABAPUTETHHYIO OIICHKY BBICOKOH 3((PEKTHBHOCTU HCIIONb-
30BaHUS TMAHEH MOT00paHHBIX 30HAOB (B 13% ciydaeB BBIIB-
JIeHBI IUTOTeHeTUYeckue u3MeHeHus). [lanuenty ¢ nepectpoii-
Koit 12;21 HeoOXOMMO IMPOBECTH TEHETUICCKUE HCCIICIOBAHIS
JUI YTOUYHEHUS XapakTepa JanHoi abeppanuu. [locnemyromnrie
UccleIoBaHusl OyyT HampaBjieHbl Ha YCOBEPIICHCTBOBAHHUE
MaHeH myTeM nodapneHus/m3bsatus JJHK-30H10B.

Camopopgosa W.A.'?, boHpapeHko C.H.', Moncees N.C.', MeasepeBa H.B.2, babeHko E.B.",
MmHanHa TJ1.', Bapxatos U.M.", CmupHos b./.3, AdpaHacbes b.B.

3OOEKTUBHOCTb BbICOKOAO3HON XMUMUOTEPANUN
M AYTOJIOTUYHOW TPAHCIMIJIAHTALIMM KOCTHOIO MO3TA
NPV OCTPOM MUENOBJIACTHOM JIEMKO3E Y B3POCJIbIX

"HW peTcKko OHKONOrMK, reMaTonorim n TpaHcnnantonorum um. PM. fop6auesoin FBOY BIMO «Iepsbiin CaHKT-
MeTepbyprcknin rocyaapcTBeHHbIN yHBepcuTeT M. akag. .M. Masnosa» MuH3gpasa Poccun, 197022, r. CaHKT-
MeTtepbypr, Poccus; 2CM6 Y3 lopoackas knvHnyeckas 6onbHuua N231, r. CaHkT-MNeTepbypr, Poccus;

3 OFAQY BO «CaHKT-MeTepbyprcKkuil rocyaapCcTBEHHbIN SNeKTPOTEXHNYECKNI yHMBEpCnTeT «J19TW»
nm. B./. YnbsaHoBay, 197376, r. CaHkT-MNeTepbypr, Poccun

Octpslit MuenobnacTHelid neiiko3 (OMJI) — nambGornee
YacTOe IMOKAa3aHUE K IPOBEACHHUIO AJUIOTEHHOM TpaHCIIAaH-
TallMd TeMOIMOATHUYECKUX CTBOJOBBIX KiIeTOK (aymo-TT'CK).
Opnako, mist 20-25% 00nbHBIX HEBO3MOXKHO Haiitu HLA-
COBMECTUMOTIO J0HOpa. B 3T0# rpynne nauueHToB Beayllas
poJb ocTaeTcs 3a mporpaMMHoOi xumuorepanuei (XT), uro
orpeziesIsieT HeOOXOANMOCTh ONTHMHU3AIMHU JI03 TIPENapaTroB
U MECTO ayTOJIOTHYHOH TPaHCIUIAHTAIMH I'€MOIIOITHYECKHUX
CTBOJIOBBIX KJeToK (ayTo-TT CK).

Hean padorsi. CpaBHuTs 00111y10 (OB) M1 6e3penuauBHy0
(BPB) BeDKHBaeMocTh y marpieaToB ¢ OMJL, momyunBmmx XT
B ctauaapTHeIX go3ax (CXT) u Beicokux no3ax (BXT) muta-
pabuHa, a Takxe ayro-TI'CK.

Marepuanbl 1 MeToabl. B nccnenoBanue BkiatoueHo 135
MarueHToB (56 Myx4uH, 79 sxeHIuH), u3 HUX 100 momyyanu
toibpko XT, 35 GonbHBIM OblIa BeimonHena ayto-TI'CK. Me-
nmuaHa Bo3pacTa coctasmia 41 rox (ot 17 mo 67 net). B rpyn-
ne aytoTI'CK mennana Bo3pacra coctasmia 30 Jet, B rpymme
MAMEeHTOB, MoTydJaBIux Tobko X T — 45 ner. K nebnaromnpu-
STHBIM (DaKTOpaM ITPOTHO32a OBIIIM OTHECEHBI: THUIIEPICHKOIH-
103 6osiee 50 x 10°/1 (y 22% manienToB), HEOIATOPUATHASL
LIUTOTCHETHKA U MOJeKyIsipHas onomorus (y 20%). Ilepsuu-
Hasl XUMHOPE3UCTEeHTHOCTh mocie 1-ro xypca XT — 39%.
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B kauectBe KoHCOMUAAIIMOHHOM Tepanuu 29% naiueHToB mno-
ayuamwin CXT, a 31% namuentoB — BXT (uurosap 3—6 r/m* B
CYTKN), 26% mannenTaM 6bu1a BeimoaHeHa ayTo- 1T CK.

PesyabraTel u odcy:xkaenne. Hanuaue moboro daxropa
HEOJIAaroNMpUATHOTO MPOTHO3a HE3aBHCHMO OT BHAA JICUCHHS
Ob110 cBsi3aHO ¢ xyamiei oomeit (OP 1,7; 95%JI1 OP 1,2-2,6)
u Oe3penmauBHON BbDKHMBacMocThio (OP 1,6; 95%/U OP
1,1-2,3; p=0,016). Bo3pact manueHTa He OBUT HE3aBUCUMBIM
(hakTopom HebaronpusTHOro nporuosa (p = 0,067). Craru-
CTHUECKHU 3HAYMMBIX paznuuuil mexay BXT u ayto-TI'CK He
HaOII0MaN0Ch, Kak B oTHOmeHnH OB (67% vs 51%; p = 0,27),
tak 1 bPB (48% vs 40%; p = 0,47). B 10 e Bpems 00e 3TH
CTpaTeruv KOHCOJIHMJAUK ObUIM acCOLMMPOBAHBI C JIydIleH
OB (60% vs 44%; OP 0,5; 95%U OP 0,3-0,8; p = 0,006) u
BPB (44% vs 33%; OP 0,5; 95%J1 OP 0,3-0,9; p = 0,016),
ueM npu ucnons3oBanun CXT.

3akaouenue. BXT u ayto-TI'CK sBnsroTcs mpeamnodTn-
TEJIbHBIM METOJIOM KOHCOJIMJIAIMU [TPU OCTPOM MHeno0IacT-
HOM JICHKO3€ M MPUBOAAT K JIyYIIUM pe3ylbTaraM JICUCHHUSI.
[TareHTs! ¢ TUTEPIEHKOIMTO30M B Ne0r0Te M HeOIaromnpu-
STHBIMH MOJICKYJISIPHO-TeHETHYECKMMHU U3MEHEHHUSMHU UMEIOT
Xy/ALIUH TPOrHO3 HE3aBUCHMO OT BUJIa KOHCOJIHMAlUH, U, Be-
POATHO, TOJHKHEI OBITH KaHIUIaTaMu Ha amto-TTCK.
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OCOBEHHOCTU AJUIEJIbHOIO NOJINMOPO®U3MA rEHOB ®EPMEHTOB
METUOHMHOBOI'O K ®OJIATHOIO LLKKJ1OB
Y bOJIbHbIX MUENOAUCTINACTUYECKUM CUHAPOMOM

OIBY «Poccninckunin HayYHo-uccnefoBaTebCkMin UHCTUTYT rematonorumn n tpaHcdysmonorumn» ®MBA Poccuu,
193024, r. CankT-MNeTepbypr, Poccus

OmHUM W3 SNUTEHETHYECKUX MEXaHU3MOB JICHKO30Te-
He3a sIBIsIeTCsl ab0epaHTHOE MeTHIMpOBaHue. B mporecce
metwmpoBanust JJHK yuacrByer psin depmentoB — JIHK-
MeTHITpaHCepasbl, a Takke (HEepMEHTH METHOHHHOBOTO H
(hoIaTHOTO LKKIIOB, BBICTYIIAsl JOHOPAMH METHJIBHBIX TPYIIIL.
B aT0ii CcBsI3M, NpencTaBiseTcs aKkTyalbHbIM H3Y4eHHE MO-
nuMopdu3Ma TeHOB (EpPMEHTOB METHOHHHOBOTO W (oIaT-
HOTO LIMKJIOB MPU Pa3IMYHBIX reMo01acTo3ax, B 4aCTHOCTH,
y OONBHBIX MHenoaucIuIacTnaeckum cunapomom (M/JIC).

Leap padorbl. OIEHUTh YaCTOTY BCTPEUAEMOCTH ailie-
JIel ¥ TEHOTHUIIOB OCHOBHBIX ()epMEHTOB (HOJIATHOTO  METHO-
HUHOBOTO IUKJIOB Y 60mbHBIX M/JIC.

Marepuanbl U MeToABI. B KauecTBe Marepuasa uccieno-
BaHMsI UCIOIB30BaK 00pasibl reomuoit JJTHK 48 GoibpHBIX
MJIC (21 myxunH u 27 sxeHmuH). KOoHTpOnbHYIO Tpyniry
coctraBui 121 moHOp KpoBH (73 MYXUYHHBI U 48 >KCHIINH).
Wnentudukannio noimumopdusmMa TeHOB METHIICHTETparu-
npodonar penykrazsl (MTHFR, C677T n A1298C), metuno-
HuH cuHTa3el (MS, A2756G), peayKkTa3bl METHOHUH CHHTA3bI
(MTRR, A66G) 1 metunenTerparupodonar 1eruIporeHaspl
(MTHFD, G1958A) ocymectsnsuu ¢ nomouipto TP u mo-
CJIIIYIOIIETO PECTPUKIMOHHOTO aHanu3a. CTaTHCTHYECKYIo
00pabOTKy Pe3y/IbTaTOB MPOBOAMIIH 10 TOYHOMY MeToxy Du-
mepa, ¢ MCIOJIb30BAaHUEM I1OKa3aTessl OTHOLICHHUS IIAHCOB
(OR — odds ratio) u p.

PesyabTarhl U 00cy:k1eHne. Pacnipenenenue amienei u
TEHOTHITOB (DEPMEHTOB METHOHHHOBOTO M (hOJIATHOTO LIUKIIOB

B rpymme 6ompHEIX MJIC mMeno psn XapakTepHBIX OTIAIHN
ot HopMmbl. Hammume 677T amnens B rene MTHFR ysemnu-
yuBasnioch y nanuentoB MJIC (MyX4MHBI) 110 CpPaBHEHHIO C
KOHTPOJNBHON rpymmoit (Myxkuussl) (76,2% nporus 47,9%
cootBercTBeHHO; OR = 3.5; 95%CI: 1,2-10,5; p = 0,026),
u 1o cpaBHeHuto ¢ manueHramMu MJIC (kxenmunsl) (76,2%
npotus 44,4% cootBercTBeHHO; OR = 4,0; 95%CI: 1,1-14,1;
p = 0,04). B Toxxe Bpemsi, 110 JaHHOMY aJIJICIII0 HE OBLJIO BbI-
SIBJICHO PA3IM4Mi CPein JKCHIIWH B KOHTPOJBHOM TpyIie
u 6omeHBIX MJIC (47,9% mpotus 44,4% COOTBETCTBEHHO).
Jonst mun ¢ renorunamu MTHFD 1958GG u MTRR 66GG
cpenn nampentoB MJIC Obuta BbINIE, 110 CPAaBHEHUIO C KOH-
TponbHO Tpynmoit (14,6% npotus 4,1%; OR = 4,0; 95%CI:
1,2-13,2; p = 0,04). utepecHbM (HaKTOM 0Ka3aJI0Ch, 4TO OJI-
HoBpemeHnHoe Hanuuue annens MTHFR 677T, MTRR 66GG
rerotunia ¥ MTHFD 1958GG reHotnna y My»X4uH B TPYyII-
ne narenToB MJIC yBeInuuBanoCch M0 CPaBHEHHIO C TPYII-
MOH MY)XYMH B KOHTpOJIbHOH rpymme (23,5% npotus 1,4%;
OR =16,9; 95%CI: 1,8-161,5; p = 0,008).

3akJl0ueHne. AHAIN3 ajuIeNIbHOTO TTOJIMMOP(hU3Ma FeHOB
KJIFOYEBBIX (PEPMEHTOB METHOHHHOBOTO U (DOJIATHOTO LIUKJIOB
B rpymme 0onpHBIX MJIC BEISBHI P HHTEPECHBIX 0COOCH-
HOCTeﬁ, CBUACTCIILCTBYIOIINUX O HENOCPECACTBECHHOM YUaCTUH
YKa3aHHBIX T€HOB B JieliKko3oreHese. VccneqoBanus B JaHHOM
HAINpaBJIeHUH TIPEICTABISAIOTCSA ITEPCHEKTUBHBIMU C IIEIBIO
BBISICHCHUS MOJICKYJIIPHBIX MEXaHHU3MOB Pa3sBUTUA 3a0oi1e-
BaHMSI.

Cupoposa A.A., 3soHkos E.E., Cynapukos A.b., CeBepriHa H.A.,, labeesa H.I, KoBpuruHa A.M.,,
Tpowuukas B.B., MaposunuHnkosa E.H., CaBueHko B.I.

XAPAKTEPUCTUKA BOJIbHbIX ANO®Y3HON B-KKJ1 C MYTALIMEN L265P MYD88

OIBY «femaTonornMyecknin HayuHblI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

Toueunas myrtamus B TIR momene rema MYDS8S, B pe-
3yJIbTaTe KOTOPOH MPOUCXOIUT 3aMeHa JICWIMHA Ha MPOJINH
B 256-M nonoxxernn (L265P MYDS8S) BeisBnsieTcs mpuoOiu-
sutensHo B 10% ciyuaeB nuddysHoil B-kpynHokieTouHOMH
mumbombl (B-KKJI) un npakrudecku y TpeTn OONBHBIX non-
GCB muddysnoit B-KKIIL.

Heas padorel. Jlerexmus myrtammu L265P MYDSS y
6onbHBIX nuddy3Hor B-KKJI u ananu3 koppesiiuu ¢ KIMHI-
YeCKO-Ta00PaTOPHBIMU XapaKTEPUCTHKAMH.

Marepuanbl M MeToAbl. B ucciieqoBaHue BKIIIOYEHBI
75 6ompubIX muddysnoit B-KKJI (39 skcTpaHOTANBHBIX U
36 HOmanmbHBIX (hopM) B Bo3pacte oT 18 mo 77 met (MenmaHa
50 net), 33 keHUWHBI U 42 MY>XYHHBI, TIPOXOIUBIINX JIeUe-
Hue B ®I'BY I'HL M3 PO ¢ 1999 o 2015 r. Mcnions3ys 3amo-
POXXCHHBIC U BBIICTICHHBIC U3 CPE30B C Mapa(pUHOBBIX OJIOKOB
obpasusl JJHK, myTtammto L265P rera MYDS88 onpenermnsim ¢
noMolIpio amienb-creruduyanoit [P ¢ nerekiuent pesyib-
TaTOB B PEKUME PEATEHOTO BPEMEHH.

PesyabTarbl. Mytanus L265P MYDS88 BeisiBnena y 14
(18,7%) u3 75 GompubIX aAudpdysnoit B-KKII (nuddysnoit
B-KKJI MYDS88-mut). [lomoBuHa OompHBIX nudy3HOM
B-KKJI MYD88-mut 6sutn crapmie 60 jeT, cpean 00IbHBIX
muddysnorn B-KKJI ¢ «auxum» tunom MYDS88 (nuddys-
Ho#t B-KKJI MYD88-wt) 3Ta BO3pacTHas TpyIia COCTaBIIsI-
na TonbKo 24,6%. ['pynmsl ObTH COMOCTABUMBI TIO pacIpe-
JICJICHUIO TIallMEHTOB B COOTBETCTBUHU C MEXKIYHApPOIHBIM

nporHocTudeckuM uHAekcoMm IPI m kiaccudukamuein Ann
Arbor. [ToBbitienue ypoBHs snakrataeruaporenassl (JIJIIN) u
nHAeKca nponudeparnBHol akTHBHOCTH Ki-67 6omee 80%
BeLIBICHO ¥ 12 (85,7%) n 13(92,8%) GonpHBIX auddy3HON
B-KKJI MYDS88-mut, cpenu 6ompHBIX auddy3noit B-KKJI
MYD88-wt — y 47(77%) u 43(70,5%) coOTBETCTBEHHO.
YV Ka)J0r0 HsATOro 00JIBHOTO OTMEYATIOCh MOPAKEHHE KOCT-
HOTO MoO3ra B 00eHX rpynmax. MIMMyHOTHCTOXMMHYECKUH
noarunn non-GCB  muddysnoit B-KKJI Opm1 ycranosnen
B 100% ciydaeB y 6ombHBIX ¢ MyTanumeit L265P MYDSS,
npotuB 72% B rpynne nudpdysnoit B-KKIJI MYD88-wt. 13
39 manMeHToB ¢ AKCTPAHOAAIBHBIMH (opMaMu UG Py3HON
B-KKJI y 11(28,2%) BeigBnena mytanus L265P MYDS8S8
(p < 0,05). UmmynonpusmierupoBanusie opransl (I{THC,
SUYKO) ObIIH MOopaxeHsl y 5(45,4%) nu3 11 6ombubIX aud-
¢y3noit B-KKJI MYDS88-mut, B ocTampHBIX CIydasx OTMe-
yasiock BoBieueHue: kocteit —y 2, KKT —y 1, xoxu —y 2,
HaAMO4YeIHHKOB — y 1. I3 36 GONBHEBIX ¢ HOmaabHBIMU (op-
mamu auddysuoit B-KKJI myraus L265P MY D88 o6napy-
skeHa y 3(8,3%) narueHTos.

3akiarouenne. Cpemn anddysnoit B-KKJI ¢ myranm-
et L265P MYDB8S8 mpeobmaganu SKCTpaHOAaIbHBIC (HOPMBI
(78,6%), nOCTOBEpHO Hallle C MOpPaKEHHEM HMMYHOIPHBH-
JIETHPOBAaHHBIX opraHoB. OOHapyxkeHume Mmyrtanun L265P
MYDS88 npu quddysnoii B-KKJI moxkeT yBepeHHO moaTBep-
JIITh €€ TIOCTTEPMUHAIILHOE MPOUCXOXKICHHE.
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3BOJIIOLUUA KNTIOHOB ONMYXOJNEBbIX KJIETOK B MPOLIECCE JIEYEHUA
OCTPOTIO IMM®OBJIACTHOIO JIEMKO3A Y B3POCJIbIX

OIBY «femaTonornyecknin HayuHbli LeHTp» MuHsgpasa Poccuu, 125167, r. MockBa, Poccua

KnonanbHble peapaHKUPOBKM TE€HOB MMMYHOIJIOOYJIHHOB
(Ig) m T-xnmerounsrx penentopoB (TCR) ciayxar MumeHIMH
JUISL OTIpEJIeNIeHNsI MUHUMAJIBHOM ocTtaTtouHoi 6ose3nn (MOB).
Omnenka MOB — He3aBHCHMBIHA (haKTOp MPOTHO3a M KPUTEPHUH
pa3aeNeHus MMAlMeHTOB Ha TPYIIIBI PUCKA Pa3BUTHS PEIMIIMBA.
CymecTByIOT AaHHBIE O TOM, YTO peapaHKUPOBKH T'eHOB Ig u
TCR MOTYT H3MEHATHCS B TEUCHUE OOJIC3HH, B pEIUINBE 3a00-
JICBaHUSI UCYE3aeT YacTh BBIIBICHHBIX PEapaHKUPOBOK H/MIIH
MOSBIISAIOTCS HOBBIE. CMeHa KIIOHANBHBIX PEapaHKUPOBOK, T.C.
KJIOHAJIbHAs 3BOJIIOLMS OIyXOJIM, MOXKET NMPHUBOIUTH K IOTEPE
MuiieHu Uit uccienoBanust MOB u 10KHO-OTpHUILIATENIbHBIM
pe3ysbTaram.

Hesas padorsl. M3yuenue GeHoMeHa BOIIONNN OIMyXOJie-
BbIX KJIeTOK B mporuecce yieuenust OJIJI y B3pocibIx.

MarepuaJbl 1 MeTOAbL. Y 6 MaLMEHTOB IIPOBEICHO HUCCIIe-
noBarne T- u B-xierounoit knonansHOCTH O TeHaMm Ig (IgH
n IgK) u TCR (TCRD, TCRG n TCRB) B nebrore u B pernu-
nuBe 3a0oneBaHus. PeapamKupoBKH BIABISUTN MeTomoM [TI[P
mo mpotokory BIOMED-2 ¢ mocneayromuM (parMeHTHBIM
AQHAJIU30M.

PesyabTarhl M 00cyskaeHue. Y 2 naueHToB ¢ B-kineTounsim
BapuantoM OJIJI ormeueHa norepst OHON U3 KJIOHANBHBIX pea-
PaHXHUPOBOK, BBIABICHHBIX B J1e0I0TE 3a001IeBaHMs, IPH OIHO-
BPEMEHHOM IIOSBICHHH HOBBIX. Y | MallMeHTKH C JHAarHO30M
pannero T-OJIJI kinoHaneHbie nepecTpoiiku mo reHam TCRD,
TCRB u TCRG, BbIsIBIICHHBIC B JIc0r0TE 3a00JI€BaHUS TTOJHO-

CTBIO COBMNAJANU C MepecTpoiikamu peuuauea. Y 1 00lbHOTO
T-OJIJI, npu NOMHOM COXPaHEHMU KJIOHAJIBHBIX HEPECTPO-
€K, BBISBICHHBIX B J1€0I0TE, OTMEYANoCh IOSBIECHHE HOBBIX.
VY | nanueHTa B peUANBE OTMEYEHO COXPAaHEHHUE TOIBKO ABYX
U3 CEMH pPeapamKHMPOBOK, BBIBICHHBIX B JicOroTe. Y 1 GONIBHO-
ro B ae6tore B-OJIJI BrisiBieHa Tonbko | KIOHAIbHAS peapaH-
JKUPOBKA, TIPU 3TOM B peIUANBE 3a007I€BaHMS TaHHAS peapaH-
KHMPOBKA COXPAHUIACh, HO MOSBUIIUCH HECKOJIBKO HOBBIX.

3axurouenue. Y 3 (83%) u3 6 manmeHTOB 0TMEUANIOCh HECO-
OTBETCTBHE KJIOHAIBHBIX PEapaHKUPOBOK J€0I0Ta U pelUIUBa
3a00NIeBaHHA, YTO TOBOPUT O KIIOHAIBHOM HECTAaOMIBHOCTH Ha
(oHe mpoBomMMON MonuXuMHoTepanuy. KiloHansHOe pa3Ho-
o0pa3ue MOXET SBIATHCS OJHUM M3 MEXaHH3MOB OITyXOJEBOH
nporpeccui. M3BecTHO, YTO M3HAYAJIBHO CYIIECTBYET CIIOXK-
HBIIl TeHETUYEeCKU HEOJHOPOAHBIN COCTAB OIYXONEBBIX KIETOK
1, B TO BpeMsI KaK OJHU KJIOHBI HCUE3AI0T IOJ BO3ACHCTBHEM
HOJIMXUMHOTEPAITNH, APYTUe, HE PAcIlO3HAaHHBIC M3-3a HEIO-
CTaTOYHOM YYBCTBHUTEJILHOCTH METO/A, MPHUOOPETAIOT CIIOCO0-
HOCTB K mponmdeparyn. Kpome Toro, B TedeHue 3a00IeBaHus
peapaHKUPOBKU MOTYT MEHATHCS Onarojaps COXpaHsromiencs
aKTUBHOCTH PEKOMOMHA3HOTO KOMIUIEKCA, YTO MPUBOIUT K T10-
SBJIEHHIO OIyXOJIEBBIX KIIOHOB de novo. V3ydeHne KIOHaIbHOM
rereporeHHocTd OJIJI U BbIABIEHUE PE3UCTEHTHBIX KJIOHOB HA
paHHUX JTalax TEparuH, BO3MOXKHO, TOMOXKET BBIJICIUTH HO-
BbI€ TIPOTHOCTHYECKHE (DAKTOPBI M ONPEAEIUTh HOBBIC KpPHTeE-
pun st ouenku MOB.

CokonoBa M.A., MoviceeBa T.H., CynapukoB A.b., Abgynnaes A.O., Tpernasosa C.A,,
KospuruHa A.M., HemueHko W.C., TypkuHa A.l.

COBPEMEHHbIE BO3SMOXXHOCTU MUHTMBUTOPA JAK1/2
B IEYMEHUU BOJIbHbIX MUEJTOOUBPO30M

OIBY «femaTonornyecknin HayuHblii LeHTp» Munsgpasa Poccuu, 125167, r. MockBa, Poccua

IMporro3 manuentoB Ph-HeratuBHBIME Muenonpoiudepa-
TUBHBIMU 3200J1€BaHUSIMH OCOOCHHO BasKeH y OOIBHBIX BEICOKOTO
pucKa, Ipu cpenneil BbpkuBaeMocTy 2 roga (Cervantes E., 2011).
AnoreHHasi TpaHCIIJIAHTaIMsI KOCTHOTO Mo3ra (ato-TKM) mo-
XKET CTaTh IPUOPUTETOM y TUX MALIUEHTOB, HO OHA 3a4acTylo He
OCYyIIECTBUMA, IT0 MPUYMHE BO3PACTA MAUEHTA HIH OTCYTCTBHS
noHopa. OTcroia I NaJTMATHUBHBIC JICYSOHBIC MOAXO0/IbI BbI-
CTYIAOT AJIBTEPHATHBON B ATHX CITyJasx.

Heas padorbl. OneHuTh 3PGEKTUBHOCTD U TOKCUYHOCTD
unruburopa Jak1/2 (pykocnutunu6a) y manueHToB ¢ Muenopu-
Opo3oM ¢ mporpeccuell 3a00JeBaHUs MM HENEPEHOCHMOCTBIO
npebIIyIIel Tepanuu.

Marepuanasl u MeTonbl. [Ipoanami3upoBano 13 GONBHBIX,
U3 HUX C nepBuuHbIM Muenopudpozom (IIMD) — 11 u nocr-
nonuuuTeMudeckuM Muenoguoposom (nocr-IIBM®) — 2, no
MeXIyHapoaHoH mikane nporrosa (DIPSS) Bomenmux B rpym-
IIbl BBICOKOTO M HpOMEXyTouHoro 1/2 pucka. CrieHomeranus
oT 5 cM u Oojee U3 Mox Kpasi peOepHO IyrH NpUCYTCTBOBAJA
y Bcex OO0NMbHBIX. D(PPEKTUBHOCTL TEpauK OLEHUBAIM IO pa3-
MepaM CENIE36HKU IyTeM INajblallid; HCUE3HOBEHUIO OOIIuX
CHUMITTOMOB HHTOKCHKALIUH M YMEHBIICHHIO aJIeIbHON HArpy3KH
myTtanTHOTO reHa V617FJak2. Cpeanuit nepuos jieueHus pyKco-
mutuauoom 17 mec (1,2-21,5 mec).

Pe3yabTarbl. Meanana Bo3pacrta O0JIbHBIX COCTaBMIIA 57 JIeT
(3277 net), 7 myxuuH U 6 xeHmKH. CpeaHss KOHbICHTpAIHs
remornoouna 80 (55-129) r/n no neyenus u 109 (68—134) r/n B
npouecce HaOmogeHus. O0LIKe CUMITOMBI HHTOKCUKALIUY IIPU-
cyrctBoBau y 12(92%) u3 13 GompHbIX. MyTanust V617F Obl-
na obHapyxeHa y 8 (62%) manueHToB co cpefHel mponopuueit
MyTaHTHBIX amnenei Jak2 — 66% (31-91%). dnuHa nansnupy-
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€MOH CeJIe3eHKH MCXOIHO B cpenHeM Obuia 19 cm (13-27 cm).
B nenom, ymeHblIeHHE pa3MepoB cene3eHku Ooree ueM Ha 50%
ormeyasioch y 9 (69%) u3 13 GonpHbIX. OOIIME CUMITOMBI UH-
TOKCHKAIMK pa3pemminch y 12 u3 13 k 4-if Henene Tepamnum.
Cpennsist mponiopuust MytanTHoro rea V617FJak2 ocraBanachk
Ha HCXOOHBIX 3HAYCHUSX Yy BceX OOJBHBIX. B coorBeTcTBHHU C
kputepusiMu otBera Ha siedeHue (IWR-MRT) y 6 (46%) u3 13
OOJBHBIX JOCTHUININ KIMHUYECKOTO YITYYIISHHUS, YTO BKIFOYAIIO
YMEHBLICHHE Pa3MEPOB CEJIC3EHKH, PETPECcC CHMITOMOB M KyIIH-
poBaHue aHeMuH. 3 U3 4 OOJIbHBIX, CTAJIM HE3aBUCHMBI OT TPaHC-
(y3uii SpUTPOIMTHON MACCHI U Y BCEX OTMEYAIOCh CTAOMIIBHOE
TeyeHue 0o1e3HU Ha GoHe Tepanuu pykconruTuHuooM. Ilotepsau
OTBET B CBSI3H C porpeccreit 3adoneBanue 3 u3 13 maueHTos, u
PyKconuTUHHUO ObUT OTMeHeH. CaMbIMU YaCTBIMH I'€MaToI0rHye-
CKUMH HEXKeJaTeIbHbIMU sBIIeHUAMU (3-1i cTeneHu u 6oiee) Obl-
i aHemust — y 5 u3 13 u tpomOoruronenust —y 1 u3 13. K 12-it
HeJiesie JiedeHus! 0a30BbIi CPeAHssl KOHLEHTPALHs reMorIo0nHa
ymenbImics ¢ 80,2 r/i1 1o 74 /1, a k 24-it Heziene yBeIMYNIACh
10 98,4 r/1. ComyTcTByonMe HH(EKIIN: THEBMOHUS, PEaKTHBA-
ust BUpyca Herpes Zoster, NapanpoKTUT, BUPYCHbIE HHOEKIIUH
nMenu 1-2-10 cTeneHb BEIPAKEHHOCTH U HE SIBJSUIACH TIPUIMHON
OTMEHBI PYKCONUTHHUOA. YiydllleHHe KayecTBa XM3HHU HaOJIo-
JIaloch y)ke Ha 4-i Hezerne OT Hadaja JICYeHHsS U COXPAaHSIIOCH
BECh MEPHOJ] HAOIIOCHNSI.

3akarouenne. [10OJIOKUTENBHBIA BKJIAJ PYKCONUTHHHOA B
YMEHBLICHHE CIUICHOMETAINH, OOIIMX CHMITOMOB, YIydIIeHHE
paboTOCIIOCOOHOCTH M Ka4decTBA KHU3HM JIENAeT ATOT Ipernapar
Oosiee aKTyalbHBIMH JUJIsl TIOATOTOBKH K aiio-TKM. YmepeHnHo
BBIp@XKEHHAST aHEMHsI ¥ TPOMOOIMTOIICHUs HE MPUBEIH K Mpe-
KPALICHUIO JIGYCHUS] HU Y OJHOTO OOJBHOTO.
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ConpateHkos B.E., Kaprun B.[., Kanyctun C.M., Lmenesa B.M., AnekcaHsH J1.P,
CmunpHoBa O.A., ManaaH J1.M., YeueTknH A.B., Bypakos B.B.

TMNEPFOMOLIUCTEUHEMUSA Y BOJIbHbIX TEMOOUTUEN:
BO3MOHbI/ FEHE3 U BIMAHUE HA TEYEHUE 3ABOJIEBAHUA

OIBY «Poccninckunin HayYHo-uccnefoBaTebCKMn UHCTUTYT rematonorumn n tpaHcdysmonorumn» ®MBA Poccun,
193024, r. CankT-MNeTepbypr, Poccua

Tsoxenast popma reMoUIIMM 4acTO OCIOKHSIETCSI apTpo-
naTtued, B Pa3BUTHN KOTOPOH 3HAYMTENBHYIO POJIb WUIPAeT
aKTHBALUSA KPOBOM3IMSIHHUEM arpeCCHBHBIX OMOIOTHYECKHX
MEXaHU3MOB BOCIIAJIEHUS U OKCUAATUBHOIO cTpecca. YacTora
u 3HaueHne rurnepromorucrenHemud (I'TL[) B kIuHIUECKHX
HPOSIBICHHUSX FeMO(UIINU N3yYSHO HEJJOCTATOYHO.

Henp padorbl. M3yunths 4acTOTy M BO3MOXKHBIN TeHE3
I'TL y 60MBHBIX ¢ TSHKETOH POPMOI TeMODIITHH TS OTICHKH
BO3MO)KHOCTH KOPPEKIINN OKCHIATHBHBIX U JPYTUX ITaTOTeHe-
TUYECKHX 3BCHbEB.

Marepuanbl M MeToAbl. B nccienoBanue KitoyeHsl 22
OOJIBHBIX TsDKeNbIMU (opmamu remodumnu A u B (19 u 3
COOTBETCTBEHHO), cpelHui Bo3pacT 34,6 roxa (21-58 ner).
Aprponarusi BeISBICHA y BCEX NMAIMEHTOB, YacTOTA remMap-
Tpo30B oT 6 110 13 B roz. M3yueHs! ypoBeHb MIIa3MEHHOTO TO-
monuctenna u Mapkep (IgG) remarura C nMMyHOpEpMeEHT-
HBIM MeTozoM, momuMmopdusm C677T reHa MeTwIeHTETpa-
ruapodonar peaykrassl (M77'@P) MeToaoM MonuMepa3Hon
LEMTHOM peakuuu.

Pe3yabrathl u o6cyxnenne. ['T'1] (romorucTenH mia3mel
13,4 MMOJIB/TT 1 BBIIIE) BBISIBICH y 8(36,4%) marmeHToB. JT0
Oonee yem B 4 pasa (8,8%) mpeBbIlIaeT paHee MCCIIEOBAH-
HBII cpeqHuil ypoBeHb BcTpeuaemoct I'T'L] cpenu 3m0poBo-
ro HaceneHust CeBepo-3amagHoro perrnoHa Poccuu (OR =5,9;
95%CI: 2,2—15,5; p = 0,0009). Konnenrparusi roMOICTEHHA
y narmenrtos ¢ [Tl B cpennem 17,8 + 4,0 MMoIIB/1 TPOTUB
9,5 + 2,9 MMOIB/T y OCTaNTBHBIX TAIMEHTOB. MapKkep remaTu-
ta C obHapyxen y 75% namuentoB ¢ [T u y 57% namnuen-
toB 0e3 I'T'Ll. ITonmumopdusm rena MTI'@P BoisiBieH B 75%
ciayyaeB ['TLl, y nauueHTOB ¢ HOpMAJILHBIM YPOBHEM FOMOLIH-
crenHa — B 43% (OR =4; 95%CI: 0,6-27,3; p=0,2).

3akirouenne. Y OONBHBIX TeMOQMIHEH C TSDKEIbIM Te-
yeHreM 3a00JIeBaHHA C BRICOKOH dacToToit passuBaercs [ TLI.
I'enes I'TI] Haubosee BEpOSTHO OOYCIOBICH Kak MOJUMOP-
¢u3mom rena MTI'@P, Tak 1 WHPEKINOHHBIM MTOPaKEHUEM
nedeHn (Bupyc remarura C). JlanpHelee nuccuenoBanme Oy-
JIET HANpaBJIEHO Ha yTOYHEHWe JaHHbIX O BiussHuU [T1] Ha
pa3BHUTHE apTPOIIATHUH U TEUCHHE 3a00IeBaHNsI.

ConoBbeB M.B., MeHgeneesa J1.IN., lanbuesa W.B., Mokposckan O.C., Dupcosa M.B., Haperiko M.B.,
YpHosa E.C,, laBbigosa 10.0., Ky3bmuHa J1.A., TemaxkaH 3.1, CaBueHko B.I.

3HAYEHUE MUHUMANIbHON OCTATOYHOW BOJIE3HU
MNOCNE TPAHCINTAHTALUU AYTOJIOTMYHbIX CTBOJIOBbIX KNIETOK
NMPUN MHOXXECTBEHHOI MUENTOME

OIBY «femaTonornyecknin HayuHblI LeHTp» Munsgpasa Poccun, 125167, r. Mocksa, Poccua

BrIcokomo3Hast XMMHOTEpanusl ¢ MOCIEeIyIomEeH TpaHc-
IDTAHTAIMECH ayTOJOTHYHBIX CTBOJIOBBIX KIETOK (ayTo-TCK)
pu MHOKECTBEHHOH Muenome (MM) mo3BOJIsIeT YBEIHYUTD
YaCTOTYy JIOCTIIKEHUS TTOJTHOM peMUCCHU U o0ecrieurBaeT 60-
Jee BBICOKHME ITOKa3areiy Oe3peluIMBHON BBDKHBAEMOCTH.
MunnmaibHas octatounas 6one3ns (MOB), nerextupyemas
NPOTOYHOM IIUTOMETPHUEH, paccMaTpuBaeTCsi OHUM U3 (ax-
TOPOB PaHHETO PElUIMBa 3200JIeBaHUs U SIBISICTCS TIPEIMe-
TOM IIPUCTAIBHOTO U3yUYCHUSI.

Heab padorel. OnpenenuTb 4acTOTy JOCTHKEHHS CTPO-
Toi oJHOM peMuccnu 3aboneBanus nocie ayro-TCK mero-
JIOM IIPOTOYHON IUTOMETPHUH, OLICHUTh BEPOSITHOCTh PEIUAHN-
Ba MM B 3aBucumoctu ot Hanuuud MODB B kocTHOM Mo3re
nocie ayro-TCK.

MarepuaJjbl M MeTOAbI. B npocnekruBHOe HcclieoBa-
Hue ¢ 1 suBaps 2014 r. mo 1 wmrons 2015 r. BkitoueHs! 48
60sbHBIX MM (17 MysxunH, 31 )KeHIIMHA), JOCTUTIINX MOJI-
HOH pemuccun nociue ayto-TCK. Mennana Bo3pacta 54 ro-
na (ot 25 no 66 net). Ha 100-i nens nmocie ayto-TCK y Bcex
MalUEHTOB MPOBOJUIOCH HCCIIEOBAHUE KOCTHOTO MO3ra
¢ nenpio ompenenenus MOB MeTomom 6-mBEeTHO# MPOTOY-
HOM IUTOMETpUM TaHeNblo aHTuTen K antureHam: CD38,

CD138, CD45, CD56, CD117, CD19. MOB-ueratuBHbIi
CTaTyc ONpeNesiIcs Ipu 00HapykeHuH MeHee 50 KIoHab-
HbIX I1a3Marudyeckux kiertok cpeau 500 000 neiikouutoB
(menee 0,01%, npenen oouapysxenus 10*). [Tepuon Hadiro-
nenust ¢ moMenTa omnpeaenenuss MObB cocraBun 3-24 mec
(MemuaHa 8 mec).

PesyabTaThl M 00cyxnenne. CTporas moiHas peMHCCHUS
3aboneBanus nocie ayto-TCK kxoncratmpoBana y 24(50%)
MAIMEeHTOB, Y APYTOi MOIOBHHEI — Y 24 OONBHBIX OBLT JETEK-
TupoBad MOB-no3uTuBHEINA cTatyc. 3a BpeMs HaOIIOICHUS
ObUTO TOKyMEHTHpOBaHO 6 citydaeB peuuanBa MM: y 4 (17%)
B rpynre MOB-I03uTHBHBIX OONBHEIX (B CpOKH 8—18 Mec) u
y 2 (8%) B rpynne MOB-HeraruBHbIX MAIlMEHTOB Yepe3 3 |
16 mec. KymynsiTuBHast BEpOSITHOCTD PEIMIAMBA 3a00JICBAHUS
B rpymre MOB-no3utuBHBIX O0sbHBIX cocTaBmia 70%, B
rpynne MOB-neratuBabIX — 40% (JIOTpaHTOBBIN KPUTEPHIA;
p=0,05).

3akaiouenue. JlocTikeHHE CTPOTOW TMOTHON pEMICCHU
3aboneBanus nocie ayto-TCK conpoBoxkaaercs Gomnee BbICO-
KHM T0Ka3aTesneM 0e3pelnInBHON BEDKMBAEMOCTH, U MOXKET
paccmarpuBaTrhes Kak (pakTop O1aronpusTHOTO IPOrHO3a IS
6ompHBIX MM.
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Cononosa I'I.,, Mupymosa B.I.

SMMNUPUYECKUE NPOTOKOJ1bl NTPOTUBOUH®EKLMOHHON TEPANUN
B MPAKTUKE AETCKOIO OHKOrEMATOJIOTMYECKOIo CTALUMOHAPA

OIBY «®efepanbHbift HAYYHO-KNNHUYECKNIA LIeHTPa JeTCKOM reMaToNor, OHKOIOrMN 1 UMMYHOSIOTUN
nm. Amutpua Porauesa» Munsgpasa Poccum, 117997, r. Mocksa, Poccua

Bce Gonee akTyanbHOM TpOOIEMOil CTAHOBHUTCS Pa3BUTHE
yCTOﬁ‘II/IBOCTH MUKPOOPraHu3MOB K HCIIOJIb3YyEMbIM aHTHU-
OakrepuanbHeiM (AB) mpemaparam. OOmienpu3HaHO, 4YTO
Hanbomnee 3pPEKTUBHBIM METOIOM OOPHOBI SIBIISETCS BHEIPE-
HHUC CUCTCMBbI OIITUMU3ALIUN UCIIOJIb30BAHUA HpOTI/IBOI/IH(beK-
LIMOHHBIX areHToB. J[JIs1 BBITIOIIHEHUS JaHHOM 3a/lady OTHEN
nHpekmonHoro koHTpoist (MK) ®HKI[ AI'ON paspaboTan
KOMIIJIEKC MEPOTIPHUSITUH, KOTOpbIE ObLIN BHEAPEHBI U yCIIEII-
HO npuMeHstorcs. Cpen HAX alropuTM SMITUPUYECKoil a/0
u npotuBorpudKoBoii (I1I7) Tepamum, cxemsbl 1ieIeHapaBiIeH-
HOH Tepanuu, NPOTOKOJI yueTa Ha3HAYCHUM U KOHTPOJIS CBO-
€BPEMEHHON OTMEHBI aHTHOMOTHKOB, ONTUMH3ALUS HHTPAO-
neparonHont Ab npodnmakTuky.

Heas paGorbl. MBI IpeACTaBIsieM paHHUE DPE3YJIbTATHI
npuMeHeHus cxeM panuoHanuzauuu Ab u I1I" repanuu B net-
CKOM OHKOT€MAaTOJIOTHYECKOM CTaIOHAPE.

Marepuanbl u Metoanl. C 01.01.2014 8 ®HKI AT'ON
ObUT BHEJPEH AITOPUTM SMIIMPUYECKON IMPOTHBOMH(EKIH-
OHHOM Tepamuu npu (pedprnbHON HeliTporeHun. [lareHTs!
ObUTH CTpaTU(HUIMPOBAaHbl HA TPYIIIBI PUCKA MO Pa3BUTHIO
MH(EKIMOHHBIX OCJIOXHEHHH, YTO B CBOIO OYEpE/b Olpesie-
JISUTO BBIOOP CTApPTOBOM AMITMPHUYECKOI Tepannu, BpeMEHHEIC
PaMKHU MPOBEACHUS M 00bEM HEOOXOIMMBIX HCCIICIOBAHUIMA,

MTOKa3aHMUA K MOIU(HUKAIIMN ¥ OTMEHE a/0 Tepanuu, KpUTePHH
nHunuanuu I repanun.

PesyabTarsl U o0cysxaenue. {15 OLIEHKU pe3yinbTaToB
ObLT MPOBEACH MOACYET MOTPEeONICHNsT OCHOBHBIX Trpyrnn Ab
u III' mpenaparoB u3 pacuera Ha 100 koiiko-mHel, 3a 2013
u 2014 rr. B nenom mo ®HKI] JII'OU 6b110 OTMEYECHO CHU-
JKCHHE TPUMEHEHHUs] BaHKOMHUIMHA (64%), mumnepanninHa/
Tazo0akramMa M aMUHONIMKO3MIO0B (15%), (TOpXHMHOIOHOB
(7%). Camblii BBICOKMI ypPOBEHb KOMIUIAGHTHOCTH HCIIOJ-
HeHus pekomeHmammidi K ObuT y OTHENeHus peaHIMAaIlul
WHTEHCUBHOHN Tepanmuu. TaM NpuMeHeHHe aMHHOTIIMKO3UIOB
yAAJI0Ch COKpaTHTh Ha 58%, BTOpXMHOIOHOB Ha 66%, neda-
nocnopmuoB -1V Ha 8%, nmuneparmumaa/Tazo0akrama Ha
52%, xapbaneHemoB Ha 20%, BaHKOMHIIMHA Ha 82,5%, HHE-
3omuna Ha 47%. [1pu 5ToM ypoBeHb MH(EKIIMOHHON JIeTalb-
HOCTH, aCCOLIMMPOBAHHBIN C PA3BUTHEM HE YBEIHUMICS.

3akmrouenne. [IpruMeHeHnEe SMIUPHUECKUX MPOTOKOJIOB
MIPOTUBOMH(EKIIMOHHON Tepanuy B COBPEMEHHOH NpaKTHKe
OHKOT€MAaTOJIOTHYECKOTO CTAllMOHApa SIBIISETCS BO3MOXKHBIM
1 3G PEKTUBHBIM CIIOCOOOM ONTHUMH3AINU pacxonoBanusi Ab
n [1I" mpenaparoB. J{i1st JOCTH)KEHNST HAMITYYLIUX PE3YJIbTaToB
HE00XOIMMO CTpOTOe BhITIOHEHHE pekoMeHaaruiit MK B kax-
JIOM OT/ICICHUH.

CopokunHa T.B., lUnnyHosa U.H., Burunbpees A.E., MNetunatn H.A., Opuse H.N., Typknna AT,
Yenbiwesa E.IO., LLyxos O.A., KysabmuHa J1.A., NaposryHmkosa E.H., CaBueHko B.I.

CNOCOBHOCTb MYJIbTUMOTEHTHbIX MESEHXUMHbIX CTPOMAJIbHbIX
KNETOK BOJIbHbIX TEMOBJIACTO3AMU K NOAAEPXKAHUIO HOPMAJIbHbIX
KPOBETBOPHbDIX KNIETOK-MPEALWECTBEHHNKOB U3SMEHEHA

OIBY «femaTonornyecknin HayuHblli LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

KpoBeTBopenne nonaepKuBaeTcs CTPOMalIbHBIM MHKpPO-
OKpY>K€HHEM KOCTHOTO MO3ra. B KOCTHOM MO3re CTBOJOBBIE
kpoBetBopHbIe kieTku (CKK) u nx panHHue noToMKun perysnu-
pYIOTCS B JIByX THUIAx HHII: OCTEOONACTHOW M COCYAMCTOM.
B cocraB HHUIIM BXOISAT MYJBTUIOTEHTHBIE ME3CHXHMHbIC
crpomainibbie Kietkn (MCK). V GonbHbIX remoOnacrozamu
HapyIIEHO HOpMaJIbHOE KpoBeTBOpeHne. CBA3aHbI M 3TH Ha-
PYIUICHHS C W3MEHEHHSMH CBOICTB KJIETOYHBIX AJIEMEHTOB
MHUKPOOKPY>KEHHS U3yUEHO HE0CTaTOYHO.

Heas padoTsl. 3yunTh cCiOCOOHOCTH MYJIBTUIIOTEHTHBIX
MCK 06onpHBIX TeM0o0IacTO3aMH1 MOIACP)KUBATh HOPMaJIbHBIE
KPOBETBOPHBIE KIJIETKU-ITPEALIECTBEHHUKH.

Marepuanasl 1 Metoabl. MCK ObUIH MOTy4deHBI U3 KOCT-
Horo mosra 14 6ompabx OJUJI, 25 OMJI u 15 XMJI. Onpe-
JIENISUTM 4acTOTy KIIETOK 00pasylomux o0jacTH OyJIbDKHHKA
(KOOB) na monnepskuBatorieM moncinoe 3 MCK GombHBIX
remMo0nacTo3aMu. YpOBEHb IKCIIPECCHU TE€HOB, CBA3aHHBIX C
HoJiep’KaHleM KpOBETBOpEHUs, onpeaessiu merogom 1P
B PEXXKNME PEaTbHOTO BPEMEHH.

Pe3syabratel M 00cy:kIeHHe. AHaIH3 CIOCOOHOCTH
k noxaepxkanuio KOOB y 6onapubsix OMIJI nokasan, 4to B
nebrore 3a00JeBaHMsI OHA CTAaTHCTUYECKH 3HAYMMO CHH-
xkeHa (p = 0,02) mo cpaBHEHUIO C JOHOpaMH. YPOBEHb
skcnpeccun LIF, IL-6 u CSF1 y 3Tux 00abHBIX OBLI CTa-
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TUCTHUYECKH 3HAYUMO BBIIIE, YeM y J0HOpoB. [lo okoHua-
HUU TIEPBOTO Kypca XHMHOTEPANUH CIOCOOHOCTH K TOJA-
nepxkannio KOOB B MCK 0OosbHBIX HOpManusyercs M
JIOCTHTAET ypOBHS JOHOPOB, a emle yepe3 2 Mec 4acToTa
KOOB na MCK yBenuuuBaeTrcst B 2 pasza 1Mo CpaBHEHHIO C
Jne6roToM 3a00JIeBaHUS M JOCTOBEPHO MPEBBIIIAECT TAKOBYIO
(p = 0,04). MCK 6onpabIx OJIJI xyx)e mognepxuator KO-
Ob kaxk 10 JiedueHus:, Tak u yepe3 37 AHEH mocyie ero Hada-
na. YUepes 3 mec nocie Havana iedeHus cnocodbnocts MCK
atux OonbHBIX monnepxkuBath KOODB BoccTaHaBimmBaeTcs
U JOCTHTaeT TaKoBOH y AoHOpOB. BoccTaHoBneHune (GpyHk-
it MCK y 6onbubix OJIJI mponcxoauT MeluieHHee, YeM
y 6ompaBIX OMJI. MCK 6onpHBIX XMJI B MOMEHT mOCTa-
HOBKHM amarto3sa sgyuiie nojaepxusaiotr KOOB (p = 0,05).
VYposens 3kcnpeccun LIF, IGF1, IL-6, CSF1 y atux 00ib-
HBIX JOCTOBEPHO BBIMIE, YEM Y JOHOPOB. DTa CIIOCOOHOCTh
MCK 6ompabix XMJI yBenmnumuBaeTcs 1Mo Mepe JedeHHs
(» =0,0004).

3akarouenne. ITokasano, yro crocoonocts MCK 60i1b-
HBIX TIOAJEepPKUBAaTh HOPMAJbHBIE KPOBETBOPHBIC KIIETKH-
MPEAIECTBEHHUKN M3MEHEHa U 3aBHCUT OT Hozojoruu. Ilo
Mepe JeYeHHs dTa (QyHKIMOHaNbHas crocobHocte MCK
OONBHBIX YaCTHYHO BOCCTAHABIMBACTCS M 3aBHCUT OT BapH-
aHTa 3a00J1eBaHusI.
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OKCMPECCUA MPHK MYTAHTHOI'O AJUJIENA JAK2V617F
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B cooTBeTcTBUM ¢ KIMHUYECKUMU PEKOMEHJIAIUSIMUA BBI-
sBienne mytauuu JAK2V617F B IHK, BelienneHHON U3 Beex
COAEPIKAIINX SApa KIETOK KPOBU WM M3 HM30JMPOBAHHBIX
TPaHYJIOLUTOB, SABISIETCA OJHUM U3 OCHOBHBIX KPHUTEPHUEB
MUArHOCTHKU XPOHUYCCKUX MHUEIOUIHBIX ommyxoneit (XMO).
B psne nyonukamuii (K. Toyama u coasrt., 2007; F. Fantasia
U coaBT., 2013) nuckyTHpyeTcs BOIPOC O JIUATHOCTUYECKOM
3HaueHun ypoBHs dKcnpeccnrn MPHK JAK2V617F B Tpombo-
[IUTax, B TOM YUCIIe U KaK 0oiiee 4yBCTBUTEIHHOTO TECTA IO
cpaBHenuto ¢ anaiauzom JIHK B ITLP-PB.

Leas padorsl. PazpaboTka mMeroma ompeneneHus ypOoB-
Hel okcrpeccun myTtaHtHoro JAK2V617F um  «aukoro»
JAK2WT asueneit B TpoMOOIMTax HAalMEHTOB C MOI03PEHHU-
eM Ha Hanmuue XMO.

Marepuajabl 1 MeToAbL. B riccienoBanue ObUTH BKITFOUE-
HBl 97 MalMEeHTOB ¢ KIMHUYECKUMH U J1a00paTOpHBIMH JIaH-
HBIMH, CBUJICTEIECTBYIOIINMHI O BEepoATHOM auarHoze XMO.
Benosnast kxpoBb cobupanach B BakyteiiHepsl ¢ OTA. U3
OIHOW 4acTH mpoObl nenbHoi KpoBu Bbyiensuin JIHK ¢ nc-
nons3oBanneM Habopa JJHK-Cop0-B u ompenensnm amiensb-
Hyto Harpy3ky JAK2V617F meromom IILIP-PB ¢ mpenenom
aHanuTHYecKoi uyBcTBUTENbHOCTH 0,06%. W3 npyroii yactu
TPOOBI BBIACTSIA TPOMOOITUTHI W TIPOBOIMIIH OIIPECIICHIE
MPHK JAK2V617F u «aukoro» JAK2WT pa3paboTaHHBIM B
naboparopun metonom I1I[P-PB.

PesyabtaTel n odcy:xaenue. 13 97 npobd obcienoBan-
HbIX nmanueHnToB mytauus JAK2V617F B IHK u3 uenbHoit
KpoBH ObliIa BhIsBIEHA B 36 ciiydasx. AJulelibHasl Harpy3ka
cocranisuia ot 1,3 10 93,8% (Me 46,5%). B Tectax BbIsiBIIC-
nusg mytauuu B MPHK u JIHK coBnanu Bce nonoxurenbHbie
W oTpHLaTebHbIe pe3yibTarbl. KodduimeHT koppensuu
aJUIeJIbHOU HATPY3KH MO PE3yJIbTaTaM JABYX TECTOB COCTABHII
0,69 (p < 0,05). IIpu >TOM 3HAUCHUS AJUICTBHON HATPY3KU
MPHK JAK2V617F B TpoMOOIIMTaX MPEBBIIATN B CPETHEM
Ha 40% ypoBeHb COOTBETCTBYIOIIEH ajuIeIbHONW Harpys3ku

3akuouenue. B Hameli paboTe He 00HAPYKEHO CITydaeB
BesiBiicHuss MPHK JAK2V617F uzonupoBaHHO B TpoMOO-
UTax 0e3 COOTBETCTBYIOUIETO BBISBICHHS MYTAaHTHOTO al-
nens B JIHK k1eTok kKpoBU nake B poOax ¢ MHHUMATbHOM
aJuIeNIbHOW Harpyskoil B Tpombonurax (1,3%), uto craBuT
M0 COMHCHHE THUIIOTE3y O BO3ZMOXKHOCTH MPHUCYTCTBUS HaH-
HOW MyTallMM TOJBKO B Merakapuouurax. Bmecte ¢ Tewm,
MOATBEPKACHO, YTO TECT OINPEJIEIICHUS] YPOBHS SKCIPECCUH
MPHK JAK2V617F orpaxkaeT Ooiee BBICOKYIO CTEIIEHB IKC-
npeccur MyTaHTHOH (Gopmbl JAK2 B Merakapuommrax o
CPaBHCHHIO C JAPYTUMHU MHUCIOUIHBIMHU KJICTKaMu. J{aHHBIN
TECT MOXKET OBITh TakKe Mojie3eH st auddepeHnmansao-
r'o JAWarHo3a, OIEHKH MPOTHO3a U 3PPEKTUBHOCTH Tepanuu
XMO.
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K BOMPOCY O AUATHOCTUYECKOWU 3HAYUMOCTU ONPEAENEHUA HIF1A
NMPU XPOHNYECKUX OHKOTEMATOJIOTMYECKUX 3ABOJIEBAHUAX
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I'mmokcne#! MHIyNUPOBaHHBIN TPAaHCKPUIIIMOHHBIN (hak-
top (HIFla) urpaer kiroueByro posib B peryisiquu MeTado-
JUYECKUX W TPONU(EpaTUBHBIX pPEaKIHi KICTOK IpH TH-
nokcun. ONHMCaHO ero MaTOreHeTHYECKOe 3HAUCHNE B JIEHKO-
moreHese rpu XJIJI (A.Ghosh u coasrt., 2010) u nmpu XMJI
(Haojian Zhang u coasr., 2016). Bemecrtsa, Biustomue Ha
oomen HIFla, paccmaTpuBaioTCs Kak IOTEHIIHATBHBIC Tepa-
MEBTUYECKUE CPECTBA.

Henp pa6orbl. OLEHUTH BO3MOXKHOE AMArHOCTHUYECKOE
3HaueHue ypoBHs Oenka HIFla u skcmpeccrm ero MPHK B
KJeTkax kposu OonbHbIX XMJT n XJ1JI.

Marepuanasl u Metonbl. O0cienoBano 10 6onpHEIX XMJT
n 3 — XJUUI. B xagecTBe TPYNIIBI CPAaBHEHHS BHICTYIIIA 7
MAaIMeHTOB, HE HMMEIOUINX OHKOI€MaTOJOTHYECKON IaToJIo-
run. Yposens HIFla m3mepsum meronom MDA (USCN Life
Science) B ma3mMe BEHO3HOH KpPOBH M B BBIIEICHHBIX Ha
rpajuenTte (pUKoIUIa MOHOHYKJIEAPHOW M IpaHyJIOLHUTapHOMN
¢dpakmusix kinetok. Dxerpeccuto MPHK HIF 1a onpenensiu B
TeX k€ (PPaKIMAX OPUTHHAIBHBIM METOIOM aJuIeNbCTedu-
yeckoit I111P.

Pe3yabrarbl U 00cyskaeHHe. YPOBEHb LUPKYIUPYIO-
mero B 1uazme Oenka HIFla Bo Bcex cimywasx Haxomuics

Ha Tpefele AaHaJUTUIECKOM UYyBCTBUTEIBHOCTH METOJA.
VYpoBuu HIFla B rpanynonuTapHbIX KJIETKax Koyiebanuch B
npenenax 1,7-7,4 x 107 HI/KJI ¥ UX CpeHHE 3HAYCHUS HE
pasinyanuck B pazHbix rpynnax. I[Tpu stom yposens HIFla
B MOHOHYKJIeapHOU (pakiuu y 60mbHbIX XJIJI Obu1 Ha 1-2
nopsiika Hwke (p < 0,01) HuKe, yeM B TpyNIIax CpaBHEHUS —
0,05 x 107 nporus 1,4 x 107 (y 9 60mpubix XMJI) 11 1,5 x 107
(xoHTpPOJIB). Y omHOTO U3 00BHBIX XMJI ObLIH 3apeTuCTpH-
pOBaHBI MaKCHUMalbHO BbIcOkHe 3HaueHus ypoBHs HIFla
Kak B rpaHynouuTapHoii (5,6 x 107), Tak ¥ B MOHOIIUTAPHO
(4,2 x 107) KJI€TOYHBIX (PAKLUIX, YTO COYETATIOCH C MAKCH-
ManbHO Beicokol akcnpeccueit MPHK HIF 1a u BepaskeHHOM
pe3uCTeHTHOCTRIO K Tepanuu (63% ber/abl+) nmpemmectsy-
rouielt neranbHomy ucxoay. boiasnoit XJIJI, umeronuii mak-
cumansHble ypoBHHU dkcnpeccun MPHK HIF1a, xapakrepu-
30BAJICS 1 MAaKCUMAJIBHBIM KOJMYECTBOM HHUPKYIHPYIOMINX
TUM(OUIHBIX KIIETOK.

3akJioueHne. YpPOBEHb TPAHCKPUIIIMOHHOTO (haKTopa
HIF1a u sxcnpeccrm ero MPHK B kieTkax mepudepuaeckoit
KPOBH MOXET MMETh NMOTEHIIHAIBFHOE AUAarHOCTHYECKOE 3Ha-
YeHHUE B KaYeCTBE PAHHET0 MapKepa Mporpeccuu 1 3pGeKTruB-
HocTH Tepanuu pu XMJT u XJIJI.
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BAJIAHC HIF2A/HIF1A ONMPEAENAET YPOBEHb 3KCNPECCUU TEHOB
AHYCKWHA3bI 2 (JAK2) U KAJIbPETUKYJIMHA (CALR)
B KNETKAX MEPUGEPUYECKOW KPOBU Y BOJIbHbIX XMJ1
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Panee B HamMx npeiBapUTEIbHBIX MCCIIEIOBAHUIX OBLIO
MIPOIEMOHCTPUPOBAHO TOBBIIICHNE 3Kcrpeccnn MPHK ru-
MOKCHEH MHAyIUpoBaHHOTO (akropa Tpanckpumimu (HIF),
6onee Beipaxkennoe it HIF2a, wem s HIFla, B rpanyio-
IUTaX U TUMQOIUTAX MeprupepuIecKorl KPOBH OOTBHBIX OH-
kxoremarosiorndeckumu  3aboneBanusmu (M. A.OnbxoBcKuit
u coasT., 2014). U3BectHO, uTto HIF2a, B otinuue ot HIF1a,
MOJIICP’KUBACT METaOOTHMUICCKYIO YCTOHUYNBOCTh HEOTUTACTH-
YeCKHUX KIETOK, B TO Bpems kak HIFla oOycnoBnuBaer pas-
BUTHE ayTo(daruy KJIETOK MUKPOOKpYkeHHs. OMUCaHO TaKkxKe
MIPOOHKOTCHHOE BIMSHUE aKTUBHOCTH sSTHYCKHHA3KI-2 (JAK?2),
B TOM YHCJIE IIPA OHKOTEMATOJIOTHYECKUX mporeccax. OmHo-
BpeMeHHO, npucyTcTBue O0einka CALR Ha moBepxHOCTH OITy-
XOJIEBBIX KJIETOK OMPEAETSCT CUTHAJ «CHEITh MCHSD» JIJIS M-
MYHOKOMITETEHTHBIX KJIETOK-KAJIICPOB.

Heas paborbl. Ouenutsh yposeHb dkcnpeccun MPHK
JAK2 u CALR B keTkax nepupepuaeckoil KpoBH y OOJb-
HbIX XMJIL.

Marepuanasl n MeToAbl. B nuccnenoBanue Brito4eHsl 49
6ompHEIX XMJI 1 29 no6poBomnbIieB. BeHO3HYIO KpOBE OTOH-

pasnu B npobupku co craduimuzaropom PHK. Onpenenenue
ypoBHs akcripeccun MPHK HIFla, HIF2a, JAK2 u CALR
BBIMOJIHSUTA METOIOM ajuteib-cuenuduueckoit [TIP-PB, pas-
paboranHbM B Jtaboparopuu KpacHosipckoro ¢unmana @I'BY
I'HIL{ Mun3npasa Poccun.

PesyabraTbl u oOcyxaenue. ITokazaHo, 4TO ypOBEHb
skcnpeccun MPHK JAK2 u CALR y knuHu4ecku 310po-
BBIX JT0OpOBOJBIEB Koppemupyet ¢ O6amancom HIF2a/HIF1a
(r=0,81; p <0,001). ¥ 6onpabix XMJI ¢ cooTHOIIEHHEM
HIF2a/HIF1a Bere 0,3 0TMe4aioch CymeCTBEHHOE YBEIHYC-
mne MPHK JAK2 B 2,7 pasa (p < 0,002) u CALR B 2,9 paza
(» <0,005) Mo cpaBHEHUIO C YPOBHEM DKCTIPECCHHU ITUX TCHOB
npu cootnomenun HIF2a/HIF1a nixke 0,3.

3axinioueHue. BriepBbie MmokazaHa 3aBUCHMOCTbH ypPOBHS
sxcipeccur MPHK rexoB JAK2 u CALR ot 6ananca HIF2a/
HIF1la B knerkax nepudeprnieckoil KpoBH, 0COOCHHO BbIpa-
JkeHHasi y naqueHToB ¢ XMJI. Pe3ynbrarsl mo3BosisiioT npea-
HoJsiaraTb BO3MOKHOCTb HCIIOIBb30BAHUSI HOBOTO J1ab0opaTop-
HOTO KPHUTEpHS OLICHKU MOJICKYJSIPHOHM Mporpeccuu 3adolie-
BaHM.

Cy6opuesa /.H., Menuksan AJl., KospuruHa A.M., Cygapukos A.B.
JIATEHTHAA NICTUHHAA NOJIMLUTEMUA

OIBY «femaTonornyecknin HayuHbl LeHTp» MuHsgpasa Poccuu, 125167, r. MockBsa, Poccua

[ammentsr ¢ myTanueit JAK2V617F u mopdomornaecku-
MH OCOOEHHOCTSMH KOCTHOTO MO3Ta, COOTBETCTBYIOLIMMHU
kpurepusiv BO3 (2008) mist nctunHoi nomuuremun (MI1),
HO C YPOBHEM TeMOIIOOWHA HIDKE TUArHOCTHIECKOTO TIOpOra
(menee 185 /i s My»)uud 1 165 T/71 17151 )KSHIIUH) COTJIac-
HO JTAaHHBIM JIUTEPATyPbl OOBEAMHCHBI B OTACIBHYIO TPYIIIY
-- 6onpHBIC NMaTeHTHOW/MackupoBanHoi UII. JlanHas gopma
3a00JIeBaHUsT XapaKTEPU3YeTCs BHICOKUM PHCKOM TPOMOOTe-
MOPPAarHYeCKUX OCIOKHEHUH, OBICTPBIM MPOTPECCUPOBAHM-
€M C Pa3BUTHEM IIOCTIONUIUTEMUYIECKOTO MHIeno(huopo3a u
TpaHchopMaIueit B OCTPBIi JEHKO3.

Heanb pa6orsl. Boigenenue narentHoii UIT kak otaenbHo-
T'O HO30JIOTHUYECKOTO BapHaHTa.

Marepuaabl 1 MeTOAbI. B uccienoBanne BKIOUYEHHI § 1
OOJIbHOI, OOpaTHBINKECS B MOJMKIMHUYCCKOE OTICICHHE
®I'BY T'HI M3 P® ¢ 2014 . mo okta6ps 2015 . I'pymmy
coctaBuin 50 6onmpHBIX sBHOH UII u 31 OonmbpHOI TaTeHTHON
UII. JIlnarHo3 yCTaHABIMBAJIH B COOTBETCTBUH C KPUTCPHSIMU
knaccudukarumn BO3 (2008).

Pe3yabraThl u 00cy:kaenne. B aHaTu3upyeMbIX TpyIl-
max OOJBHBIX pacIpeleCHUE O MOJYy ObLIO CTATHCTHYC-
cku conoctaBuMbIM. bonbuble ssBHOM UII HEckonbko cTap-
11e 1Mo cpaBHeHuIo ¢ natentHou UII: meamana Bo3pacra 56
JeT U 44 JeT B cpaBHHBACMBIX Ipymnmnax. Mexay rpymma-
MU OONBHBIX JaTeHTHOU u sBHON WII oueBuaHA pasHHUIA B
YpOBHE 3pUTPOIUTOB — 5 % 10'%/;1 (4-6 x 10'%/1) vs 6,5 x
10'%/n (5-8 x 10'*/1), remoriobuna — 148 r/n (100-167 r/x)
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vs 180 r/m (149-247 r/m) u remaroxputa — 45% (30-52%)
vs 53% (42-70%). TpomOouuTO3 BHINIE B Tpymme Ooib-
HBIX JIATEHTHOW HCTUHHOM MOJUUUTEMHUEH: MeauaHa Cco-
craBuia 644 x 10°1 (179-1978 x 10°/m) vs 458 x 10°/n
(137-2437 x 10°/n). Pasnuuuii MO 4YUCIy JIEMKOIMTOB B
CpPaBHUBACMBIX TPYIIAaX HE BBIABICHO. MOJICKYIISIPHO-TEC-
HETHYECKOE HCCIEAOBAHNE BBIMOTHEHO BCEM OOIBHBIM.
Bce GonbHbIE ABISAIOTCS HOCUTENIMHU MyTaruu V617F rena
JAK?2. KonuuecTBeHHbIN aHAnu3 (onpeeaeHue alesbHON
Harpy3ku JAK2V617F) npoBeneHo 29 OONBHBIM JaTCHT-
Hot UII u 37 6onpubiM siBHOW UII. AnnenbHas Harpyska
JAK2 nocrosepHo Bbllie B rpynne 00iabHBIX ¢ ssBHOW WIT
mo cpaBHeHHIO ¢ nateHTHOW UII: memnmana 14% (3-57%)
u 53% (24-93%) B cpaBHUBaeMbIX rpynmnax. CpaBHUBae-
MBIC TPYIIIBI OOJIBHBIX PA3JIMYAIUCH 10 YaCTOTE TPOMOO30B
B aHaMHE3¢/Ha MOMCHT IOCTaHOBKM AHWarHo3a. B cmydae
natenTHOW WIT TpoM6GoO3bI BIsABICHB Y 38% OOMBHBIX IO
cpaBHeHUIO ¢ 16% B ciyvae sisuoit UII. B cnyuae natent-
Holt UII TpoMOO3BI BBISBISIIN MPEHMYIICCTBEHHO BEHO3-
HbI€, C BBI