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LEHTPa KPOBH C LENbI0 d(PEKTUBHOTO PEIIeHUs BOmpoca ode-
CIEUYEHHs] KOMIIOHEHTaMU KPOBH KIIMHUK PETHOHA.

Marepunaasl 1 Metoabl. OpraHuzanus padOThl LEHTpa
yIpaBJIeHus 3aracaMy ¢ BO3MOXXHOCTBIO B pexkuMe on-line Kpy-
[JIOCYTOYHO BUJETH JAaHHBIC O 3amacax KOMIIOHEHTOB KPOBH BO
BCeX JIeYeOHBIX YUPEKACHUSIX PETHOHA, UCIIOIb30BaTh TEXHOJIO-
THHU YIAJEHHOTO epeHa3HauYeHUs] KOMIIOHEHTOB KPOBH.

PesyabTarbl. KpyrmocyTodno nedamue Bpadul KIWHUK pe-
TFHOHA MOTYT TMOJYYHUTh KBAJHU(PHUIMPOBAHHYIO MOMOIIb 10 BO-

IpocaM PalHOHATIBHOTO IPUMEHEHHST KOMIIOHEHTOB, yIaJIeHHOES
NepeHa3HaYeHue MaeT BO3MOMKHOCTH OICPaTHUBHO IIE€peHarpa-
BUTbH KOHTEHHEPHI ¢ KpoBbIo U3 oxHoro JIITY B npyroe mo kpar-
yaimeMy myTH.

3akirouenue. Bece 9T MeponpusaTHs B KOMILIEKCE TTO3BOJIS-
10T Ha 100% obecrneunBaTh KOMIIOHEHTAMU KPOBU KIMHUKH pe-
THOHA, BeZlb HOBOCHOHMPCK — HE MPOCTO METAITOJIHC, 3TO LEHT IO
OKa3aHMIO MEUIIMHCKON TOMOIIIHN, B TOM YHCJIC BEICOKOTEXHOJIO-
THUYHOH, JU1s1 skuTenei Bcero Cubupcekoro genepalibHOro OKpyra.

COBpeMEHHbIe MeANUVNHCKNE TeXHOoNornm npv XpoHnyeckom muenosnenkose
MycTtaus B.I.
focynapcTBEeHHbBIN YHUBEPCUTET MeAULMHbI 1 dapmauuy um. H. TectemmuaHy; OHKONOrMUYecKunin MHCTUTYT, T. KuwnHay, Pecny6nunka Mongosa

Beenenmne. Ilpu xponmdeckoMm wmuenoneiikoze (XMJT)
KOHBeHIIMOHANbHAss xumuotepanuss (KXT) cymectBeHHO He
yMeHbIIaja B KOCTHOM MO3Te COIEpKaHWe KJIETOK, HEeCYLIHX
Ph-xpomocomy, osTomy TpaHcopmaius B ocTpyro (asy ocra-
BaJIaCh HEU30EXKHOM.

Heanb padorel. OrneHka pesynbratoB BHeapeHus Glivec
International Patient Assistance Program (GIPAP) B Monmoge,
cpaBHUTENbHBIN aHanu3 3¢ dexruHocTu KXT u uHruduropos
tuposuakuHa3el (MTK) mpu XML

Marepuajabsl M MeTOAbl. B uccienoBaHue BKIIIOYEHBI
125 6onpHbIXx XMJI, HaxomuBIIUXCs 1o HaOmoneHrneM OHKO-
nmornueckoro nactutyTa B 2007-2013 rr. J{lnarno3 yctaHoBiIeH
LUTOTCHETHYECKUM aHAJIM30M M METOAOM KOJIMYECTBEHHOH
PCR B pexuMe peabHOro BpeMeH! B XpoHuueckoi ¢asze B 113
(90,4%) cnyuaax. Y 74 (59,2%) 60nbHBIX JieUeHHE TPOBOIMIN
nmatuHrO0M MesunatoMm (M) B pamkax GIPAP, y 10 (8%) —
J1a3aTUHHOOM.

®

Pe3yabrarhl. MeTo SKCTPAIONALIMY IT0Ka3al, 4YT0, HECMOTPS
Ha MeJUIEHHOE yBennvenue 3abonepaemoctu (2010 . - 0,81%, .
2014 r. — 0,83%,_ ), pacnpoctpanenHocTb XMJI mporpeccuBHO
pacter (2007 . - 2,11%,_, 2014 . — 4,16%__ ). I'emaronoruye-
ckuii oreet (I'O) 3aperucrpuposan y 63 (85,1%) GonbHBIX U3
GIPAP B Teuenue 1-2 mec tepanuu UM u mipeB3omen TakoBOH
npu npuMmenennn KXT u unrepdepona o (14, nmm 27,5%, cay-
yaeB). be3penuauBHas BbKHBaeMOCTh B 18 Mec ObLia BbIIIE IPH
npumenennu UTK (82%), uem npu KXT (20,5%). B omnnune ot
6onbHbIX, onyvaBiux KXT, B rpymnme ¢ npumenennem UTK He
Pa3BUBAINCH WM OBICTPO PErpecCHpOBAIM TE€MATOJIOTHYECKUE
OCIIOKHEHHUSL.

3axumouenue. UTK nperzonum mo s¢ppexruHocTr KXT 1
unTepdepoH o BBUIY HocTkeHUs Obictporo I'O, momHOro mu-
TOT€HETHYECKOTO0 OTBETA, 3HAYMTEIHHOTO TOBBINICHHS KauecTBa
JKU3HU U BhDKuBaeMocTd. [Ipumenenune UM nocpencrsom GIPAP
CYILECTBEHHO YIIYUIIWIO IPOrHO3 U peabuuTaruio npu XMJL

KenesogeduuntHasa aHemua y AeTeil C aTONNYECKM AepPMaTUTOM
HabatHukoBa H.B., denaruH B.M.
®OreY ®HKLL geTckoi rematonoruuy, oHKonoruy 1 ummyHonoruv um. [l. Porauesa MuHsgpasa Poccun, Mocksa

Beenenue. Atonmueckuii nepmarut (AJl) — yactoe 3aborneBa-
HHE JIETCKOTO BO3PACTa ¢ MOPaKEHUEM KOXKU U CIIU3UCTBIX, HApy-
LICHUEM ITUTAHUS C Pa3BUTHEM JKeJ1e30Ae(DHIUTHBIX COCTOSIHUM. X
9acToTa, PHIMHA, BIMSHIE Ha TedeHue AJ] TpeOyIoT yTouHeHHsL.

Leab padoTbl. YTOUHNUTH YaCTOTYy M BO3MOKHBIE NTPHUUMHBI
xKene30euIUTHON aHeMHUU y JieTell ¢ aTOINMYEeCKUM JepMaTu-
TOM U €€ CBSI3b C TEUEHHEM JIePMaTHUTA.

Marepuanasl u Meroabl. O6cnenoBanmu 206 nereir ¢ Al
B Bo3pacTe oT 1 Mec 10 5 ner. Hapsny ¢ nepMmaroigoruueckum
obcnenoBanueM (B oM uymcie mkaia SCORAD) onpenensiiu
[I0KA3aTeNI FeMOorpaMMBbl (T€éMOIIOOHH, LBETOBOH IOKa3aTeb,

SPUTPOLHTHI, JICHKOLUTEI, JTUM(OIUTHI, TPOMOOIIUTBI, CPEIHUM
o0beM 3putporuToB — MCV).

Pe3yabTarhl. BBITOBBIC aliepreHsl He BIUSIOT HA BOSHUKHO-
BeHne aHemun y nereii ¢ AJl. Y gereit ¢ TshxenbiM TeueHnemM AJ|
xenesoneduuuTHas aHemus oOHapykeHa y 27,5% npotus 4,7%
MIPU HETSHKEIOM TeueHud A/l

3akaouenne. [lo HameMy MHEHHUIO, Kelle30Ae(UIUTHAS
aHemus y getei ¢ A/l BpI3BaHa Mpek/ie BCETO HEepalloHAIbHON
nuetoit. Koppekiys aHeMiH COBPEMEHHBIMHU TperapaTamMmu JKe-
ne3a (I1I) rumpokcu MOIMMaTbTO3HOTO KOMIUIEKCa He CeHCUOU-
TU3UPYET JOMOIHUTENbHO feteit ¢ A/l

N3meHeHme arperauyy TpoMGOLMTOB NP NaToreHNMHaKTBauun ¢poToguHamumyeckum merogom Intercept
HakacTtoes /.M., lpnbaHoBa E.O., Pbixkko B.B., fopogeukuin B.M.
OrBY lfemaTtonornyeckuin HayuHbin LeHTp MuHsgpasa Poccun, Mocksa

Beenenne. [Ipenynpexienue nepeaayn reMoTpaHCMUCCUB-
HBIX HHQEKIUi npu TpaHc(y3uu KOMIIOHEHTOB KPOBH OCTACTCS
akTyaJbHOU TIpoOsieMOi. JIeiiCTBEHHBIM METOIOM MPO(UITAKTH-
KU HO,I[O6H]>IX OCJIOKHEHMI SIBJIICTCSI TEXHOJIOTUs ITaTOreHUHAK-
tuBanuu (I11).

Heabp pa6orbl. OLEHUTH BIUSHHE MMATOT€HWHAKTHUBAINH
koHueHTparoB TpombouuToB (KT) Ha arperanuio TpoMOOLUTOB.

Marepunaa u meroabl. Vccnenosano 12 adepesnsix KT,
MOJTyYeHHBIX Ha cenaparope kietok kposu MCS*. I11 npoBoau-
JIn q)OTOZLI/IHaMI/I‘{CCKI/IM METOJAOM C HCIOJB30BAHHUEM CHCTEMBI
Intercept st pomOoumToB. 13 kaxknoro KT 3abupanu 3 obpas-
1a ¢ COONIOZICHUEM acenThuecknux ycioBuit (4 + 0,5 mur). Nel
n Ne2 3abupanu no nposenenust I[TM. Nel uccnenoBanu cpasy
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xke. B cBsa3u ¢ mnurensHocThIO nponecca 1M obpazen [TM KT
(Ne3) mbl nonmyuanu uepe3 20-24 4. J{jst YUCTOTHI IKCIIEPUMEH-
Ta oOpaszer Ne 2 xpanuics B Tedyenue 20-24 4 ¢ coOaroaeHuEM
YCIIOBHI XpaHEHUsS M MCCIIeAoBaJICS BMecTe ¢ oOpasioM Ne3.
Ilepen uccnemoBanuem monydeHHbie 00pasubl KT pasBomuiu
ayToIUIa3MOil 10 (PU3MOJIOrMYECKON KOHIIEHTpaLuu TpoMOOLU-
ToB (200—400 - 10°/1). Arperanuio TpOMOOIMTOB HCCIIEAOBAIIH
TypOuOMETpHYECKUM MeTooM Ha arperomerpe 230LA HIID
BUOJIA (Poccusi) ¢ Tpems aronucramu — AJ1®, xoyutareHOM U
PHCTOLIUTHHOM.

Pesynbrarel. ccnenoBanue arperaiuu TPOMOOILIMTOB ¢
KOJUTAr€HOM M PUCTOLMTHHOM IPOIAEMOHCTPUPOBATIO HOPMallb-
HBIE TIOKA3aTeJIM arperayy Bo BCceX UccieyeMbIX o0pasuax 6e3



Mpunoxerue 1

CTaTHCTHYECKN 3HAUYUMBIX W3MeHeHni (cM. Tadauny). Vcxon-
b1l ypoBeHb AJldD-unaynupoBanHoi arperanuu (1-s rpymnma)
cocraBui B cpeqHeM 66%. XpaHeHHe TPOMOOIIMTOB B TEUCHHE
CYTOK (2-s1 TpyIIa) CONMPOBOXKIAETCS CHUKEHUEM YPOBHS arpe-
rauu B cpexneM 10 20%. B rpynmne KT, mogseprayTsix [TU (3-s
rpymna), arperaius TpoMOOLUTOB cocTaBuwia B cpenHeM 42%
(» < 0,05). Takum ob6pazom, B rpynne [IM KT yposens AJID-
MHYIIPOBAHHON arperamyy oKa3ajics CTAaTHCTHYECKU 3HAYHMO
Bolle, yeM B rpynne KT, ne nogsepruyteix 1.

3akaouenne. [111 He oKa3bIBaeT OTPHIATEIHHOTO BIIUSIHUS
Ha arperanyoHHYI0 aKTUBHOCTH TPOMOOLMTOB C KOJJIAr€HOM H
pucronutiHoM. TpomOorwutel, noasepruayTsie I1M, nemoHCcTpH-
pytoT syumme mokazatenun AJI®-uHAynIHpOBaHHOW arperanuu

10 CPAaBHEHHIO C TPOMOOIINTAMH, XPAHUBIIUMHUCS B TEUCHHE TOTO
’K€ BpPEeMEHH, HO He noaBepruyTeimu 1.

Pe3ysibTaThl arperaiu TpOMGOLUTOB

I'pynma KT
Aronuct 1-s1 rpynna 2-51 rpynna 3-s rpynmna
(n=12) (n=12) (n=12)
ALlD, % 66+ 16 20 + 12% 42 £ 26*
Kosnaren, % 68 £18 80 £ 20 7217
Pucromunun, % 90+ 13 95+12 93 +11

*p < 0,005

BnuaHne ¢poToanHaMmmnyeckoro meToaa NaToreHNHaAKTNBaLUM KOHL@HTPATOB TPOMOGOLIMTOB Ha SKCNpeccuio
MapKepoB X akTuBauunun
HakacTtoe /.M., MpnbaHoBa E.O., Pbixkko B.B., TemaxsH 3.I, fopogeukunii B.M.
OIbY lemaTtonornyeckunii HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

Beenenne. TTocTosiHHBIA poCT uncia TpaHc(y3uid KOHIICH-
tparoB TpombouuToB (KT), pacmmpeHue crekrpa reMoTpaHc-
MHUCCHBHBIX HMH(EKUHUH, BO3MOXHOCTh OaKTepHalbHOH KOHTa-
vuHaiu KT OUKTyeT HeoOXOAMMOCTh HMPHUMEHEHHsS METOIOB
narorennHaktuBanuu (ITN).

Heasb padorsl. V3yunts BiusHUe (OTOJMHAMUYECKOTO Me-
toaa [T1 KT Ha (yHKIIMOHAIBHBIC CBOMCTBA TPOMOOIIMTOB.

MarepuaJibl 1 MeToabl. Miccnenoano 46 oopasuos KT, nomy-
yeHHBbIX Ha cenaparope MCS+ ("Hemonetics", CIIIA). ITH nposo-
Je ¢ omorisio cuctemsl Intercept ("Cerus Corporation”, CIITA).
W3 kaxnoro KT oroupasnm nmpoost Nel u 2 no nposenenust [TH. Nel
HAIpaBJsuI Ha uccienoaHue, No2 xpanunu 2024 4 ¢ cobmroze-
HHUEM YCJIOBHI XpaHEeHWs, 10 MOMEHTA TIOJydYeH sl o0pa3lia maro-
renrHakTuBHpoBaHHOTO KT. [TpoOy Ne3 Opanu mocie npoBeneHust
TTN. UccnenoBanu kak poHOBYO 3Kcripeccuto pocdaruaniceprna
(®C) n P-cenexTrHa Ha MeMOpaHax TPOMOOIIMTOB, TaK M TIOCIIE UX
HalpaBlIeHHOH akTuBamK aHanorom kosuiareHa CRP (collagen-
related peptide). Dxcnpeccuro @C u P-cenexruna aHann3upoBain
METOJIOM MPOTOYHOM IIMTOMETPHU C MOMOIIBIO (DIIFOOPECIIEHTHO-
Me4eHHOro aHTutena aHHekcud V 1 CD62P cooTBeTcTBEHHO.

PesyabraTel. ®onoBas skcnpeccus OC u P-cemextnna
B npobax Ne2 cocraBmia B cpeaneM 9,5 u 22,3% cooTBet-
CTBEHHO W OKa3ajach BbINIE UCXOAHbIX 3HaueHul (4,1 u 10%),
YTO TOBOPUT O HAJIWYHH CIIOHTAHHON aKTHBAIMH TPOMOOIH-
TOB BeieacTBue xpaHeHus. B nmpo6ax [T KT (Ne3) dponopas
9KCIIpECcCHsl 3TUX MapKepOB OCTaBallach 0€3 CTATUCTHUYECKH
3HaunMbIX u3meHenuii (OC 4,1%, P-cenextun 13,3%), cue-
noBaTenbHo, [TV npuBOaUT K MOJABIEHUIO CIIOHTAHHON aKTH-
Bauuu TpomMOonuToB. [Tociie HanpaBIeHHOW AKTUBAIIUU KOJIH-
4yecTBO P-cenexTuHIKCIIpeccupyomux TpoMOOIIMTOB BO BCEX
mpobax BO3POCIIO 10 OOMHAKOBOTO ypoBHs. OJHAKO YpOBEHb
OC-3kenpeccupyonmx TpoMOOIUMTOB TOCIE HalpaBIeHHOM
aKTHBAIlMU OKa3ajcs cymecTtBeHHO Huxke B rpymnme 1N KT,
geM B mpoOax Nel u Ne2 (15,4 mportus 29,5 u 30,1% coot-
BETCTBEHHO).

3akarouenne. [11 metomom Intercept compoBoxmaercs mo-
JIaBJICHUEM CIIOHTAaHHON aKTHUBALMK TPOMOOLHUTOB IO HKCIIpEC-
cuu P-cenexruna u OC. IIpu HanpaBieHHON aKTUBALIUMU TPOMOO-
LIUTOB OTMEYEHO Oosiee HU3KOEe 3HaueHue skcnpeccun PC s
IMN TpoMOOIIMTOB IO CPAaBHEHHUIO C HEOOPAOOTAHHBIMH.

MNpeBeHTUBHOE NcNoNb30BaHMe Nepukcadpopa Npy MoGUAN3aLMM reMONO3TNYECKUX CTBOJIOBBIX K/IETOK KPOBU
y 60/1bHOI MHOXKeCTBEHHOI M1enomon

Hapewko M.B., Mokposckas O.C., MeHgeneesa J1.M., KysbmuHa J1.A,, NMaposunyHukosa E.H., lanbuesa W.B., TaycoH W.B., CaBueHko B.I.
OIbY lemaTtonornyeckunii HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

BBenenne. TpaHcIuiaHTalMs ayTOJIOTHYHBIX T'€MOIIO3THYE-
ckux cTtBoNOBBIX KieToK (I'CK) siBrsieTcst cTanapToM B JIeUeHUN
OOJIBHBIX MHOKECTBEHHOH Muenomoir (MM) monoxke 65 ner.
IIpenmecTByomas Tepanus, BO3pacT OOJIBHOTO M TOpaXKEHUE
KOCTHOTO MO3T'a — OCHOBHBIE (DaKTOPBI, BIUSIONIHE Ha 3()(HEKTUB-
HOCTb MOOMJIN3AINY.

Leas padotsl. [IpencrapieH KIMHUYECKUH citydail MOOWIIH-
3arun 1 coopa ['CK ¢ mpeBeHTHBHBIM HCIOJIB30BAaHUEM TUICPHUK-
cadopa y 6onbHOit MM Ha QoHe BTopoii pemuccru 3a00eBaHusl.

MarepuaJsl U MeToabl. bonpHas 63 net ¢ quaraozom MM
Habromaercss B otnenienun TKM THIT ¢ 2011 . B uHaykuuu
nposezaeHo 2 kypca VCD u 4 xypca PAD, B pesynbsrare uero
Obula JOCTUTHYTa 4acTudHas pemuccus. OT NpPOBEICHUS BbI-
COKOJIO3HOW KOHCONMIAanuu OoJbHas OTKazanach. [Iporpeccus
3a0oNeBaHus KOHCTaTUPOBAaHA MEHEe 4YeM uepe3 3 Mec mocie
3aBepILICHHs UHIYKIMU. B KauecTBe 2-i JMHUYU TEpaIriK BhINOJI-
HEeHO 4 Kypca puOOMYCTHH + JeKCaMeTa30H, IOCIe Yero KOHCTa-
THPOBaHA BTOPAsi YaCTUYHASI PEMUCCHSI.

Pesyabrarel. Ilpu obOcnenoBanuu mnepex MooOunu3zanuei
IIPH TUCTOJIOTHYECKOM HCCIIEJOBAaHHH TPEIMaHOoOMONTaTa BbI-

sIBJICHa BBIP&KEHHAS! TUIOIUIA3Msi KOCTHOTO MO3Ta, COAepiKa-
Hue CD34"-xnerok B nepudepudeckoit kpoBu cocrasuio 280
kierox/mi. B urone 2012 r. mposenena mobunuzanust I'CK no
cxeme nukaopochan 4 v/m?> + I'-KCD (nenorpactum) 5 MKT/
Kr B cyTku. OnHako, yuuThiBasi HU3Koe coxepxkanune CD34+-
KJIETOK B NepuQepruiecKoil KpoBU HaKaHyHE IepBOTO Jeiikade-
pe3a (580 kIeTOK/MIT), TOTOJTHUTEIBHO BBOAMIHN IIepuKcadop
B no3e 240 mkr/kr 3a 10 u no npouenypsl cobopa I'CK. Beero
norpedoBanock 4 nabekuu. CyMMapHO 32 MOOMJIM3AIHIO 3a-
rorosieHo 2,33 - 10%/xr CD34"-knerok. 10.10.12 nocie koHau-
nuoHupoBaHus mendananom BeinonHeHa ayto-TI'CK. Tlepuoxn
LIUTONEHUH TI0CJe TPAaHCIUIAHTAIMKM TpOTeKand 0e3 MHQEKIH-
OHHBIX OCJIO)KHEHHUH, IOKa3areJu KPOBH BOCCTAHOBWINCH Ha
+16-ii nenb. B Hacrosiee BpeMsi CpOK HAOIIOACHUSI OT MOMEH-
ta ayTo-TT'CK cocraBiser 15 mec. Y 00bHOI cTporas moyHast
peMuccHst 3a00IeBaHMs.

3akmouenne. [IpeBeHTHBHOE TPUMEHEHHE Iuiepukcadopa
onpapJaHo y OOJBHBIX C HMPOTHOCTHYECKUMH (aKTOpamMH BbI-
COKOT'O PHCKa HEeylau WIN NPH CYyOONTHMAIBHBIX Pe3yibrarax
TEKyLIeH MOOHITU3AIIHH.
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