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TSIKEJIASI BPOKJEHHASI HEMUTPOITEHUSI: TATO®W3UOJIOT U
JENKEMOMJHON TPAHC®OPMALIUN
Hayunwiit pyxoeooumens accucm. Ilasnoe I1. I1.
Kagpeopa namonocuueckou gpuzuonocuu
Pocmosckuii cocyoapcmeennwiii meouyunckui ynusepcumem, 2. Pocmos-na-/{ony

Bpoxnennas welitponenus (BH) — 310 wMynpTUTeHHOE 3a0ojieBaHUE C  OOIIMM
reMaToJOrMYECKUM U KIMHUYeckuM (eHotunoM. BH Hacnenyercs ayrocOMHO-ZOMHUHAHTHO WIIH
ayrocoMHo-penieccuBHo. llIBenckuii Bpau R. Kostmann onucan B 1956 r. ayToCOMHO-peLIECCUBHYIO
reMaTOJOIMUYECKYI0 IAaTOJOTHI0 C TSDKEJIOW HeWTponeHuel, aOCOMIOTHBIM —KOJMYECTBOM
Heiirpoduinos (ANC) <0,5%109 /n 1 MosSBIEHUEM TKENBIX OAKTEpHATIbHBIX MH(PEKIUI B paHHEM
BO3pacTe, NO3JHEE Ha3BaHHYIO cuHApoMoM KocTtmaHHa.

M nporHo3, m KadecTBO JKM3HM NanueHToB ¢ BH cyliecTBeHHO yiydIIMiauce mocie
nosiByieHust B 1987 r. Tepanuu rpaHyI0MUTAPHBIM KOooHHeCTUMYAUpyomuM (pakrtopom (I'-KCD).
Bonee 90% manuentoB ¢ BH orBeuator Ha tepammto ['-KC® mosemiennem ANC >1,0x109 /.
Crnenyer OTMETUTb, YTO BCEM OTBETHBILUM IAlMEHTaM I[OTPEOOBAIOCH 3HAYMTEIBHO MEHbIIIEEe
YUCJI0O AaHTUOMOTUKOB M JHEH rocnuTanu3auud. HecmoTps Ha 3TO, TpaHCIUIAHTaLUs
remonodTHyeckux cTBOJOBBIX KiIeTok (TI'CK) or HLA-coBmectumoro poHopa ocraercs
€IMHCTBEHHBIM CIOCOOOM JieueHHsl manueHToB, pedpakrepHbix K [-KCD, u OGombHBIX C
TpaHcdopmaleit B Muenoauciuiactudeckuit cunapom — MJIC/neiikemuto.

Hekoropeie omnucanus, caenaHHble a0 Hadana npuMmeHeHus Ttepanuun [-KC®, Taxxke
CBUJCTEILCTBYIOT O TOM, 4YTO Yy HanueHToB ¢ BH umeercs puck pa3sBUTHS JIEHKEMHUYECKOH
Tpanchopmanmu. bemn onmcansl 5 nanueHToB ¢ BH, y KOTOpBIX pa3Buiiack JieiiKkeMus 10 Hadaia
tepanuu [-KC®. OgHako HEM3BECTHO, IPUBEIET JIM YBEIMUEHUE BBDKMBAECMOCTH 3TUX NALIUEHTOB
npu ucnonb3oBaHun [-KC® k mnposiBieHuto 0ojiee BBHICOKOTO pPHCKa JEWKEMOTeHe3a B ITOU
nonymsiuu.  O6mass dactora mepexona B MJIC/OMIL (octpas muenoOnacTHas JIEUKEMHs)
cocraBiser 11,5% nns OonbHbix BH co cpennum cpokoM karaMHes3a NpUOIM3UTENIBHO 5—6 JIeT.
Jlelikemuueckass TpaHchopMmalysi pa3BUBAaeTCsl M Y MAlMEHTOB C ayTOCOMHO-JIOMHHAHTHBIM (C
mytauusmMu ELA2) u ayrocomHo-penieccuBHbIM (¢ MyTauusimu HAX1) tunom nacnenosanus BH.

MexayHapoIHbIH pEerucTp MalUeHTOB C TSHKEJIOW XPOHMYECKO HelTpomeHueil (Severe
Chronic Neutropenia International Registry; SCNIR) HemaBHO mpeacraBui Ooliee MOAPOOHOE
onucanue nepsbix 374 nanuentos ¢ BH (3apeructpuposannsix B 1987-2000 rT.), HaxoagImuxcs Ha
mmmtensHor Teparuu ['-KC® mns uaeHTnduKanmm prcka jJeiikeMudeckoi Tpancdopmarun. Puck
MJIC/OMJI 3HauutenbHO Bo3pactaeT Ha Tepanuu [ -KCO, ¢ 2,9% B rox nocne 6 aet 1o 8,0% B roa
nocne 12 ner nHabmonenusi. Kymynsatusnas gacrora MJIC/OMIJI cocraBuna 21% mocne 10 ner
HaOmoaeHus (puc. 1). BeizpiBaeT unTepec 10, uro puck pazsutus MIAC/OMJI nosbiuaercs npu
yBenudeHuu 1036 [KC®. VYV manumeHToB ¢ IUIOXMM OTBETOM, KOTOPBIM Tpedyercs Oosee 8
MKI/Kr/cyt [-KC®, xkymynaruBuelii puck pazsutuss MJIC/OMJI cocraBun 40% mnocne 10 ner
HaOJItOJIeHUsT 1O CpaBHCHHIO ¢ 11% y OONBHBIX C XOpPOIIMM OTBETOM. OTH JIaHHBIC OBLTH
MHTEPIPETUPOBAHBI TAKUM 00pa3oM, 4To M1oxoil orBeT Ha ['-KC® onpenensier «rpymniy pucka» B
nonysituu naureHTos ¢ BH u siBnsieTcs npequkTopom HEOIAronpusaTHOTO UCXO0/a.

Hcnonb3oBanue I'-KC® ocraercs tepanueit 1-it munum i 601bMIMHCTBA NanueHToB ¢ BH.
TI'CK or HLA-uaentuyHoro cuGnuHra siBJsieTcsl ONUMEN Ui MalueHTOB, pedpakTepHbIX K -
KC®. V 6oabHbIX ¢ HASHTUGUIUPOBAHHBIMH NpuoOpeTeHHbIMH MyTauusaMu [-KCOP puck
pazButusa Jnedikemun yBenuuuBaercs ¢ 20 mo 80%. IlammentaMm, y KOTOpBIX pa3BUBaeTCA
MOHOCOMHUS 7, Apyrue 3HauMMble XxpoMocoMHble abeppauuu wiu MJIC/neiikemus, TT'CK nomkna
MIPOBOJUTHCSI HEMEIJIEHHO.
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