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Bpoxnennas neritpornenus (BH) — 3To myneturennoe 3aboneBanue ¢ 0OTIUM reMaTOJIOTH-
YECKUM U KIMHUYeckuM penotunom. BH Hacnenyercs ayTocOMHO-I1OMUHAHTHO MJIM 2y TOCOMHO-pe-
neccuBHo. llIBeacknii Bpau R. Kostmann onucan B 1956 r. ayrToCOMHO-peLiECCHBHYIO I'€éMaTOIOI U -
YEeCKYI0 MAaTOJIOTHIO C TSDKEIOH HeWTporneHuel, abcomoTHRIM KonrndecTBoM HeiTpoduioB (ANC)
<0,5%109 /n u TMOSABICHHEM TSDKEIBIX OaKTEpUANbHBIX MH(EKIHMHA B paHHEM BO3pacTe, IO3THee
Ha3BaHHYIO cMHJIpoMoM KocTmaHHa.

W nporHo3, u KkauecTBO *U3HU NauueHToB ¢ BH cyiecTBeHHO ynydimmimch nociie mnossiie-
HUus B 1987 1. Tepanuu rpaHyJIONMUTaApPHBIM KoJoHHeCTUMYIUpyonmM gakropoM (I'-KCD). bonee
90% nanuentoB ¢ BH orBeuaror Ha Tepanuio ['-KC® nossimenuem ANC >1,0x109 /n. Cnenyer
OTMETUTh, YTO BCEM OTBETHUBIIUM IalIUEHTaM NOTPEOOBAIIOCh 3HAUUTEIBHO MEHBIIEE YUCIO aHTH-
OMOTHKOB U AHEH rocnuranu3anuu. HecMoTps Ha 3TO, TpaHCIIAHTALUS [€MOIOATUYECKUX CTBOJIO-
BbIX KIeToK (TT'CK) or HLA-coBMecTMOro qoHopa ocTaeTcs €IUHCTBEHHBIM CIIOCOOOM JICUCHUS
nanuenToB, pedpakrepubix K ['-KC®D, u GonbHbIX ¢ TpaHchopMaliei B MUETOAUCIIIACTUY ECKUI
cunapom — MJIC/nelikemuto.

Hekotopeie onucanus, caenanHbie 10 Havyana npuMeHenus tepanuu ['-KC®, takxke cBume-
TEJNBCTBYIOT O TOM, 4TO y nauueHToB ¢ BH nmMeercs puck pa3Butus jeiikeMudeckoi TpaHchopma-
nuu. beum onucanbl 5 nanuenToB ¢ BH, y koTopbix pa3Buiace jelikemMus A0 Hadana tepanuu I'-
KC®. OnHako HEU3BECTHO, IPUBEET JIU yBEINYEHHE BBDKUBAEMOCTH ITUX MALMEHTOB MPU UCIIONb-
3oBanuu ['-KC® k nposiBieHuto 0osiee BHICOKOI0 pHUCKa JieHKeMoreHesa B 3Toi nonyssiuu. O0mas
gacrora nepexona B MJAC/OMIJI (octpas muenobnactHas neiikemus) cocrapnseT 11,5% ans 6oinb-
HbeIX BH co cpennnM cpokoM kaTamHe3a mpuOIu3uTeNbpHO 5—6 net. Jlelikemuueckas Tpanchopmaus
pa3BUBaeTCs U y MAIlMEHTOB C ayTOCOMHO-JOMMHAHTHBIM (¢ MyTanusimMu ELA2) n aytocomHo-pernec-
cuBHBIM (¢ MmyTanusmu HAX1) tunom HacnenoBanus BH.

MexayHapoaHBI PErucTp MalueHTOB C THKEIOM XpOHHYECKOW HeWTpomeHueil (Severe
Chronic Neutropenia International Registry; SCNIR) HenaBHO mpenctaBui Oosiee moapodHoe omnuca-
Hue nepBbix 374 nauuentoB ¢ BH (3apeructpupoBanusix B 1987-2000 rr.), HaxoAsIuXcs HA 1JIH-
tenbHON Tepanuu ['-KC® nns uneHTMuMKanuu pucka JIeHKeMUYecKol TpaHcpopmanuu. Puck
MJIC/OMIJI 3nauntensHO Bo3pacTtaeT Ha Teparnuu [ -KCD, ¢ 2,9% B rox mocie 6 et 1o 8,0% B rox
nocne 12 ner nabmonenus. KymymnstusHas yactora MJIC/OMIJI cocraBuna 21% mnocne 10 net
HaOmoaeHus (puc. 1). BeizbiBaer nHTEpEC TO, 4TO prcK pazButust MJIC/OMIJI noBsIIIaeTcs mpu yBe-
muueHnu 1036l KC®. V nanueHToB ¢ II0XUM OTBETOM, KOTOPbIM TpeOyercs 6onee 8 Mkr/kr/cyt I'-
KC®, xymynsaruBubiii puck pazsutus MJIC/OMII coctaBun 40% mnocne 10 ner HaOmoaeHUs 1O
cpaBHEHHUIO ¢ 11% y OOJBHBIX ¢ XOPOILIUM OTBETOM. DTU JaHHbIE OB MHTEPIPETUPOBAHBI TAKUM
o0pa3zom, uto mioxoit otBeT Ha I'-KC® onpenenser «rpymnmny prckay B MOMyJIALNAN HanueHToB ¢ BH
U SIBJIETCA MPETUKTOPOM HEOIaronprusTHOTO HCXO/aA.

Ncnonb3oanue ['-KC®D ocraercs tepanueit 1-i tuHuM 171 00IbIIMHCTBA MariieHToB ¢ BH.
TI'CK or HLA-maeHTHYHOT 0 CHOJIMHTA SIBJISIETCS ONIIMEHN I TAIMeHTOB, pedpakTepHbiX K [ -KCO.
VY 60sbHBIX C HAeHTUGULIMPOBaHHBIMU NTpuoOpeTeHHbIMU MyTauusiMu [-KC®P puck pa3sutus neii-
kemuu yBenumuuBaerca ¢ 20 go 80%. IlanuentaMm, y KOTOpBIX pa3BUBAETCd MOHOCOMHS 7, Apyrue
3HaYMMbIe XpoMocoMHbie abepparuu win M C/netikemus, TI'CK momkHa MpOBOIUTHCS HEMEI-
JICHHO.
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