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Bpoxnennas wseitporienus (BH) — 5310 MyneTUreHHOE 3a0oneBaHuMe ¢ OOHIMM
reMaToJIOTMYecKuM M KiIMHW4YeckuM ¢eHotunom. BH Hacnenyercss ayToCOMHO-TOMUHAHTHO WIIU
ayrocomHO-peneccuBHo. IlIBeacknuii Bpau R. Kostmann onmcan B 1956 r. ayToCOMHO-peLIECCUBHY IO
reMaToJIOTUUECKYI0 TMAaTOJIOTHI0 C TSDKEJIOM HeWTpomeHued, aOCONIOTHBIM — KOJIUYECTBOM
HelrpopmioB (ANC) <0,5%109 /1 u mosiBIEHUEM TSDKENBIX OaKTepHAIbHBIX MH(EKINH B paHHEM
BO3pacTe, M03/1Hee Ha3BaHHYI0 cuHIpoMoM KoctmaHHa.

W nporHo3, u kayecTBO XU3HM nauueHToB ¢ BH cymecTtBeHHO ynyudmmmuch mocie
nosiBieHus B 1987 r. Tepanuu rpaHyJIONUTaAPHBIM KoJOHHECTUMYIUpyouM dakropoM (I'-KCD).
bonee 90% mamuenToB ¢ BH orBeuaror Ha Tepanuio I'-KC® nosbeimenunem ANC >1,0x109 /m.
Cnenyer OTMETHUTH, YTO BCEM OTBETHUBILMM MallMEHTaM MOTPEOOBaJIOCh 3HAYMTEIBHO MEHbIIIEE
YUCIIO AHTUOMOTUKOB W JHeH rocoutanu3anuu. HecmoTps Ha 3T0, TpaHCIUIAaHTALMSA
remornodtudeckux crtBojoBeiX KieTok (TI'CK) or HLA-coBMecTHMOro moHopa ocTaercs
€IMHCTBEHHBIM CIIOCOOOM JieueHHs ManueHToB, pedpakTepHbix K [-KC®D, u OGompHBIX ¢
TpaHchopMaIer B MUeIOAMCIUIacCTHYeCKui cunapom — MJIC/nelikemuro.

Hekoropble omnucanus, ciaenaHHble 10 Haudana npumeHeHus Ttepanuu [-KCO, Takxe
CBUJETENBCTBYIOT O TOM, 4TO y mnanueHToB ¢ BH mmeercs puck pa3BuTHS JIEHKEMUYECKON
Tpanchopmanuu. beun onucanel 5 nauueHToB ¢ BH, y koTopeix pa3Buiach jeiikemus 10 Hadania
tepanuu ['-KC®. OgHako HEU3BECTHO, MPUBEAET JIM YBEIIMYEHUE BbKUBAEMOCTH 3TUX MAlMEHTOB
npu ucnoias3oBanuu [-KC® k mnposiBiaeHHI0 0ojiee BBICOKOIO pHCKa JieHKeMoreHe3a B 3TOH
nonysinun. OOmrast gactota mepexoma B MJIC/OMIJI (octpas mmenoOnacTHas JIeHKeMHS )
cocraBmsieT 11,5% nns GonbHbIx BH co cpemqHuM cpokoM KaTtamMHe3a MPHUOIM3UTENBLHO 5—6 JeT.
Jleitkemuueckasi TpaHchopMalisi pa3BUBACTCSA W Yy TMAIMEHTOB C ayTOCOMHO-JOMHHAHTHBIM (C
myTtarusmu ELA2) n ayrocomHo-penieccuBHbIM (¢ myTanusamMu HAX1) tunom Hacnegoanust BH.

Mex1yHapOJIHbIIl pPEerucTp MalUeHTOB C TSKEJIOM XPOHHMUYECKOW HeWTpomeHuein (Severe
Chronic Neutropenia International Registry; SCNIR) HemaBHO mpenctaBmil Ooiee moapoOHOE
onucanue nepsbix 374 nanuentos ¢ BH (3aperucrpuposannsix B 1987-2000 rr.), Haxoasmmxcs Ha
qrenbHol Tepanuu ['-KC® ang uaeHTngukanum pucka jelikeMuueckoil Tpanchopmanuu. Pruck
MJIC/OMIJI 3rauntensHO Bo3pacTtaeT Ha Tepanuu [ -KCD, ¢ 2,9% B rox mocie 6 et qo 8,0% B rox
nocne 12 ner nabmonenus. KymymnstusHas yactora MJIC/OMIJI cocraBuna 21% mnocne 10 get
HaOmoaeHus (puc. 1). Be3piBaer uHTEpEeC TO, 4TO prck pazputess MJIC/OMIJI noBbIaeTcst npu
yBenuaeHuu 10361 [KC®. V nanueHToB ¢ mI0XuM OTBETOM, KOTOPBIM TpeOyeTcst 6osiee 8 MKI/KI/CyT
[-KC®, xymynsatuHbl puck pazsutuss MJIC/OMJI cocraBun 40% nocine 10 ner HaOM0A€HUS 1O
cpaBHEHHUIO € 11% y GOJIBHBIX ¢ XOPOLIMM OTBETOM. DTHU JaHHbIE OBLIM MHTEPIPETUPOBAHBI TAKUM
o0pa3om, uto miuoxoit otBeT Ha I'-KC® onpenenser «rpymnmy prckay B MOMyJIALNUY TanueHToB ¢ BH
U SIBJIETCA MPEIUKTOPOM HEOIaronprusTHOTO HCXO/A.

UcnonwszoBanue I'-KCD octaercs Tepanueit 1-it nuHuM 11 0oiabpmHCTBa naueHToB ¢ BH.
TI'CK or HLA-maeHTHYHOT 0 CHOJIMHTA SIBJISIETCS ONIIMEN I TAlMeHTOB, pedpakTepHbiX K [ -KCO.
VY GonbHBIX ¢ MIEHTU(UIMPOBaHHbBIMU IpuodpeTreHHbIMU MyTanusmu ['-KCOP puck pasButus
neiikemun yBenuuuBaercs ¢ 20 1o 80%. [lanmentam, y KOTOPBIX pa3BUBAETCSI MOHOCOMHUS 7, IPyTUe
3HauMMbIe XpomocomHble abeppamuu wimu  MJ[C/nefikemus, TI'CK nomkHa mpoBOAUTHCS
HEMEJJICHHO.
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