Mpunoxerue 1

CPaBHEHHIO ¢ HOPMAIbHBIMH 3HAYCHUSIMH. KITMHUYEeCKH MaHU-
(ecTHBII TeMONIN3 ¢ U3MEHEHNEM LIBETa KOXKH U MOYH, OMIINpy-
OuHeMHuell pa3IMYHON CTENEHH BBIPAXKEHHOCTH M TOCTOSHHBIM
MPEBbIIICHHEM HOpMalibHOTO ypoBHS JIJII' CBIBOPOTKH KpO-
BH B 5—6 pa3 u Oonee ormeuasncs npu pasmepax [THI -kioHa,
npespimaomux 80%. Msyuyenne aunamuxu I[THI-knona y 28
OOJIEHBIX TIOKA3aJ10, 4TO Y ¥4 OOJBHBIX (1 = 7) HaOIIOIANIOCH I10-
crenennoe yBennuenune [IHI -kimona. B Tom uncne napacranue
pasmepoB kioHa Ha 10% u Gonee ormeueno y 3 (10,7%) Bcex
oOcienoBaHHbIX. Y 1 00JbHOH 3a 2,5 roma HaOMIONEHUS KIOH
BBIPOC TOYTH B 3 pa3a IO CPaBHEHHIO C MCXOJHBIM YPOBHEM

(c 30,3 no 82,4%) Ge3 CyIIECTBEHHOTO BIUSHHS HAa KIMHHYE-
CKOe TedeHHe 3a00JeBaHuUsI, HECMOTPS HA MOCTENIEHHO Hapac-
TaloIlKe IPU3HAKH CKPBITOrO remMonu3a. Y 3 OOJIbHBIX OTMeue-
HO CHIDKeHHE copepikanus kieTok ¢ [THI-dpenoTumom, BIutoTh
J0 ncuezHoBeHus (y 1 GOIBHOTO ¢ MCXOAHBIM KIOHOM 1,3%).
B aT0il moarpymnmne TeHACHUUS K YMEHBUICHHIO YPOBHS MaTo-
JIOTHYECKUX KJIETOK HaOmonanach y | OOJBHOW ¢ MEpBUYHO
onpeneneHHbIM Ki1oHoM 80,7%. Yto xacaercst Oonplield yacTu
6onbubix AA/ITHI — 13 (46,4%) B moarpynme u 5 GOJIbHBIX €
OTCYTCTBHEM MAaTOJIOTUYECKOro KJIOHA, TO AaHHBIE TMPOTOYHON
LUTOMETPUH Y HUX OCTABAJIHNCh CTAOMIbHBIMU.

OnpepeneHne reHeTuYecknx nonumopdpusmos CCR5-A32 n CCR2-641 y poHopoB n BUY-1-uHduLmpoBaHHbIx
60nbHbIX
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Beenenne. ITonumopdusMbl IeHOB, KOOUPYIOLIUX XEMO-
kuHOBBEIe perienTopsl CCRS5 m CCR2, koTOpBIe SIBASIOTCS KO-
peuenTtopamu i Bupyca BHUY-1, moryr BiuAThs Ha BepoAT-
HOCTh 3apaxeHus u TedeHne BUY-unpexkuuu. l'omosurornas
myTtanust CCR5-A32, npu koTOpol Ha MOBEPXHOCTH KIIETOK
OTCYTCTBYeT (pyHKUMOHAIbHBIH 6enok CCRS, momHocThIO pe-
IATCTBYeT HNPOHMKHOBEHMIO BUpyca B KIETKM Xo3sauHa. Ilo
CPaBHEHMIO C HOCUTEJISIMU HOPMAJIbHOTO T€HOTHIIA y OOJIbHBIX
¢ rereposurotHoid mytauueir CCR5-A32 mennennee pa3BuBa-
torcst cumnroMel CITM/la, MeHbllle BUpyCHAs Harpyska, Mel-
JneHHee cHIKaercsa konuuectBo CD4 ' T-kierok. B oTHOmEHNN
apyrux nonumopdusmoB reHoB (CCR5-59029, CCR2-64I,
SDF1-3’A u gap.), cBs3aHHBIX C NpoHUKHOBeHueM BHUY-1 B
KJIETKH, IaHHbIE JIUTEpPaTypbl HE TaK 0lHO3HauHbl. Kpome Toro,
ObUIO MOKA3aHO, YTO PACHPOCTPAHEHHOCTh ITUX MYyTalUH OT-
JMYAETCS y Pa3HbIX 3THUYECKUX rpyni. Tak, yacToTa MyTaluu
CCR5-A32 y mpexncraBuTeneil €BpONEOUTHON pachl 3HAUYU-
TEJBHO BBIIIE, YeM y a(pUKaHLEB U a3uatoB. [lis pycCKUX U
yKpauHIeB yactora rerepo3urorHoit mytauuu CCR5-A32 co-
craBnseT B cpennem 21%.

Ieaw padorsl. Onpenenenne yactoTsl reHoTunoB CCRS5-A32
n CCR2-641 y nonopoB u BUY-1-uHbuuupoBaHHBIX OOJIBHBIX
(BUYY).

Marepuanst u meroabl. VccnenoBano 59 obpasuos JTHK
BUY*-60nbHbIX 1 77 00pa3uos JJHK moHOpOB. MyJIBTHILIEKCHYO
[1LIP B peskumMe peanbHOro BpEeMEeHHU ISl ONPeJIeNICHUs TIOJIMMOp-
¢uzmoB CCRS5-A32 u CCR2-641 npoBoauiu ¢ npaiiMepamu, pas-
paboTaHHBIME C TIOMOIIBEO Mporpammbl Primer 3.0, ¢ Habopamu
pearenToB (pupmbl "CHHTONI" B COOTBETCTBHH C HHCTPYKIIUCH.

Pesyabrarel um  o0cyxaeHue. lerepo3urotHas MyTa-
musi CCRS5-A32 oraBnena y 20,8% mnonopoB u 13,6% BUY'-
6ombHbIX. ['omo3urornas myrarmus CCR5-A32 —y 2,6% nonopos
u He oOHapyxxeHa y BUYU-0onbHbIX. [eTepo3uroTHas MyTarus
CCR2-641 BosiBiena y 22,1% monopos u 23,7% BUY -60mbHBIX.
I'omozurornast myranust CCR2-641 BorsiBiiena y 2,6% 10HOpOB u
He oOHapyxkeHa y BUU™-00/1bHBIX.

3akirouenue. BrisiBIeHHBIE HAMH YacTOTHI PaclpoCTpaHe-
Hust myTtaruii CCR5-A32 u CCR2-641 coBmnagaroT ¢ JaHHBIMU
nureparypbl. [loydeHbl CTaTHCTUYECKH 3HAUUMbIC DPa3IUYUs
mo vactore BcrpedaemMoctu reHOTHNoB CCR5-A32 B rpymmax
noHopoB u BUY-undummposannsix. ITo pesynsraram 4acTor-
Horo aHanu3a B rpynne BUY-unduupoBaHHbIX JaHHAS MyTa-
[IMsI BCTPEUAETCS] B TETEPO3UTOTHOM COCTOSIHHH B 1,5 pasza pexe
(p < 0,05), yeM y JOHOPOB, @ B TOMO3UTOTHOM HE BCTPEYACTCS
BooO1e. ITomydeHHble pe3yIbTaThl TOBOPST B I10JIb3Y THIIOTE3bI O
MIPOTEKTUBHBIX cBOHCTBaX MyTaHTHOTO amenst CCRS5-A32.

PecTpuKuua rymopanbHOro MMMYHHOTO OTBETa Ha aHTUreHbl Tpom6ouutoB cuctem HPA n HLA
y remaTonornyecknx 60onbHbIX
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BBenenne. ATUTONMMYHHU3AINS FEMATOJIOTHYECKUX OOIBHBIX
k antureHam cucteM HPA (Human Platelet Antigens) u HLA
(Human Leukocyte Antigens) kiacca I siBisieTcss ofHUM U3 OC-
HOBHBIX HMMYHOJOTHYECKUX OCJIOKHEHHH TpaHC()y3nOHHOM
Tepanuy TpoMOoLUUTaMH. B MHHUIMAMy ryMOpanbHOTO MMMYH-
HOTO OTBETa BaXKHYIO poiib UrparoT mosexyiasl HLA knacca II:
AMHHOKHUCIIOTHBI COCTAB INENTHICBS3BIBAIONINX CAHTOB MMMY-
HOKOMITCTEHTHBIX KJIETOK BIHSET Ha MPE3CHTALNIO TyKEPOIHBIX
OenxoB peuentopam T-nmumdonuros. [lonumopusm aHTUTEHOB
cuctem HPA u HLA, ompenenseMbrii 3aMeHaMHd aMHHOKHC-
JIOT, BIMSIET Ha MPE3EHTAIMI0 MMMYHOTCHHBIX OJMIONENTHIOB
BCJICICTBUE M3MEHEHMSI UX MPOCTPAHCTBEHHOU KOH(UIypauuu.
HLA-pecTpUKTHpOBaHHBIE MEXaHU3MbI ATIONMMYHH3aLlUH Ha
anturensl cucteM HLA u HPA B Tpancdy3nonoruu u3ydeHsl He-
JOCTATOUHO.

Iean padorsl. Mzyuenue Bmusaus HPA- m HLA-renoruna
0OJILHOTO Ha aHTHUTEN000pa30BaHUE MPU TpaHCchy3HsiX TPOMOO-
LUTOB.

Marepuanbl u Metoabl. OGciieoBanbl 29 OOJIBHBIX arlia-
ctudeckoil anemueil (AA), 18 — octpbeiM 1UMQOOIACTHBIM JIEHi-
ko3oMm (OJIJT), 20 — ocTpbiM MuenoOIacTHBIM Jieiiko3om (OMJ),
300 momopos. TkaneBoe Tunuposanue jokycoB HLA-DRBI,
-DQBI (Hu3k0€ U BBICOKOE Pa3pElICHUE) BBHIIOIHIIM METOAOM
nosuMepasHoit nennoi peakuuu (ITIP) ¢ cexBeHc-cnienngu-
YeCKUMHU TpaiiMepaMu, TeHoTunupoBaHue jnokycoB HPA-1, -2,
-3, -4, -5, -6, -15 — meronom IILIP ¢ amrenb-cienupuuecKumMu
npaiiMepamu. CorocraBlieHre Pe3yIbTaToB UMMYHO(EPMEHTHO-
rO aHaJlM3a C HATUBHBIMHU M JMIeHHbIMH HLA TpomOoruramu,
MHUKPOJIIUMQPOIUTOTOKCHIECKOTO TECTa MPUMEHSUIN ISl BBISBIIC-
HUSL ¥ OTIPEJIENICHHs] HallPaBJIeHHOCTH aHTHTEN, TPOMOOLHUTEI J10-
HOPOB ¢ n3BecTHHIM HPA-reHOTHIIOM MPpUMEHSIIN A7 U3y4eHUs
cneunpuynocty antu-HPA-anTuTen.

Pe3yabTarel m o6cyxaenue. CriocOOHOCTh K aHTHTENO-
00pa30BaHUI0 y OOJBHBIX 3aBHCEIIA OT HO30J0THYECKOH (POPMBI
3a00J1€BaHNi, KOTOpBIE 110 YACTOTE AJJIOUMMYHU3ALUN MOXKHO
MpeICTaBUTh B cieayromeM mopsiake: AA — OMJI— OJIJL. Onpe-
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JIeJIeHbl MapKephl TPEeIPacOIKeHHOCTH K 00pa3oBaHUIO: aH-
tuten autu-HPA-1b y 6onbubix OJUJT — ren HLA-DRBI1*07:01
u renotunt HLA-DRBI*07:01,-DOBI1*02,%03:01; antuten
anTu-HPA-5b y Gombabix OMJI — ren HLA-DQBI*02, mo-
mucnenuduueckux antuten aHtu-HLA y OonpHBIX AA —
HLA-DQOBI1*03:01. Y 6onbubix OMJI ¢ antu-HLA- u antu-
HPA-antuTenamMu ¢ OOJIBIICH YacTOTOW BBISIBISIIM  T'€HBI
HLA-DRBI1*07:01 n -DQBI1*02. Yactora aJsIONMMYyHHU3AIUN
HE 3aBHCela OT KOJM4ecTBa TpaHc(]y3uil, a onpexaensiach uc-
xirountenbHo HLA-reramu 601pHOTO.

3akirouenue. AJUIONMMYHU3AIUs K aHTUTeHaM cuctem HPA
un HLA 3aBucuT OT HO3050TH4eCcKOl (opmMbl 3a0o0seBanus. [eHe-
TUYECKHUE MapKephl MPEAPACIIONIOKESHHOCTH K HHUIIMAIIMY TYMO-
pajIbHOrO HMMMYHHOTO OTBETa Ha ajI0AHTUreHbl cucteM HPA u
HLA sBrnsrorest onpenemnsirormnMu. [IpakTrueckas 3HAYMMOCTD
pe3ynbTaTtoB: OOJBHBIM C MapKepaMu MpPeApacrolokKEHHOCTH K
oOpazoBanuio aHTU-HLA-aHTHTEN NPEIIOYTUTETBHO IepeITu-
BaTh ammnaparHble TPOMOOKOHIIEHTPATHI, OOJIBHBIM ¢ MapKepamu
HPeIpacloIOKeHHOCTH K oOpa3oBanuto antu-HPA-anTuTen —
TpoMOOIHTH 0T HPA-COBMECTHUMBIX JOHOPOB.

HepoctaToyHOCTb TPaHCMIaHTaTa NpY TPaHCNIaHTaL UM aJIOreHHOro KOCTHOro Mos3ra
y 60nbHbIX annacTuyecKkoil aHemuen
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BBenenne. TpancrmaHTanus auIOTeHHOTO KOCTHOTO MO3Ta
(amuo-TKM) siBnsieTcst €IMHCTBEHHBIM PaIUKAIbHBIM METOIOM
JeyeHus artactuueckoi anemun (AA). Cpean akTyaibHbIX MPO-
omem TKM nipu AA, 0COOCHHO Yy TSKEJIO MPeIeYeHHBIX 00JIb-
HBIX, OCTAeTCsl HeIOCTaTOYHOCTh TpaHciuanTara (HT), Bximoua-
IOIasl IEPBUYHOE HENPHKUBICHUE, BTOPUUHOE OTTOPXKEHHUE U
TSDKEITYI0 TUITO(QYHKIHIO.

Leab padorsl. OLIEHUTH YacTOTY MEPBUYHOTO HETIPHKUBIIE-
HUSI, BTOPUYHOTO OTTOPKEHMS U TSKEIOH TMIIO(yHKIIMN TpaHC-
IUIaHTaTa W (akTOpbl, BIMSIONINE HA Ka4€CTBO IPHIKHBICHHS
TpaHCIUIaHTATA.

Marepuajibl U MeTOAbl. B ananu3 BritoueHsl 52 00Jib-
HbIX AA, B ux uncie 40 —npuobperernoit AA (ITAA) n 12 —
koHcTHTyIMOHANBHOW AA (KAA), B ToM 4ymcie 9 OOJNBHBIX
anemueir @ankonu (AD), 3 — anemueil [laiimonna—bnekdena
(ABA), momyunBmme B mepuon 05.1999 — 12.2013 amno-TKM
or HLA-coBmMecTHMOTO poJcTBeHHOrO JoHOpa (n = 25), HLA-
COBMECTHMOT'O HEPOJICTBEHHOrO J0HOpa (n = 26), ramiou-
JNEHTHYHOro JoHopa (n = 1). Menmana Bo3pacTa Ha MOMEHT
npoBenenuss TKM cocraBuna 17 (2-38) ner (ITAA — 19 ner,
KAA — 11 ner). Meanana BpeMeHHM OT MOMEHTA YCTAHOBJICHUS
JMarfos3a 1o Momenra nposeaeHus TKM cocraBuna mpu [TAA
20 (1-89) mec, npu KAA 24 (8-247) mec. dnynapabuHcoaepxa-
e pexuMbl Obutn ipuMeHeHsl y 32 (80%) OGonbHbix [TAA, y
Bcex (100%) 6onpabIX KAA. OnennBanu GakTopsl, TOTEHINATb-
HO BIMSIOIINE HAa KaUeCTBO MPIKUBIICHHS TPAHCIUIAHTATA, TAKHe
KaK BO3PAacCT, KOJIIMUECTBO TpaHc(hy3uil SpUTpoLUTOB U TPOMOO-
UTOB, KoOHIeHTpauus Geppurrra 10 TKM, TN TOHOpA, KOHTH-
LIMOHUPOBaHNE 1 0a30BbIe XapaKTEPUCTUKHU TPAHCIUIAHTATA.

Pesynbrarel. HT 3aperucrpuposana y 21 (40%) OonbHOrO
(y 17 6ompbix [TAA, y 1 — AD, y 3 — JIBA), B TOM 4mcie iepBUd-

Hoe HenprkupieHue y 8 (y 5 6onpHbIX [IAA,y 1 — AD, y 2 —JIBA),
OTTOp)KEHUE TpaHCIUIaHTaTa y 7 OonbHBIX (y 6 OonbHBIX [TAA,
y — ABA). V 6 Gonbubix [TAA nuMenuch npusHaky MIOQYHKIUH
TpaHCIDIaHTaTa (NEePCHCTEHIMs MAaHIUTOIICHHN B TedeHue Ooree
6 mec nocie TKM Ha (oHe MOJHOrO JOHOPCKOTO XHMEpH3Ma).
CpaBHuTenbHast xapakrepuctuka rpymn ¢ HT u ycroiunBbIM npu-
sxuBnerneM TpancrianTtara (I1T) mpusenena B Tabauue.

Craryc Ha MomenT TKM, Menuana | HT (n=21) | T (n=31) | p

15 (3-37) 16 (6-37) 0,07
20 (1-205)  8,2(1-93) 0,11
Konuenrpauus ¢peppuruna, 2150 1382 0,09

Bospacr, roxst

[epuon "auarnoz — TKM", mec

MKI/JT (444-13 000) (336-4830)
Konnuectso Tpancdysuit spu- 58 (6-670) 30 (7-130) 0,04
TPOLIUTOB, 7103

KommuectBo Tpancdysuii pom- 60 (11-340) 20 (8-100) 0,01
OOILIMTOB, 103

Heponcreennsiit torop 13 (62%) 14 (45%) 0,18
OrrynapabuH B pexxuMe KOHIN- 18 (86%) 26 (84%) 0,6
LIMOHUPOBAHUS

Komnuectso NC, ¢ 108/kr 3,3 3,5 0,5
KomuuectBo CD34+, ¢ 106/kr 4 3,8 0,5

3akJ/iouenue. Bricokas yacToTa MepBUYHOTO HETPUKUBIIE-
HUS, OTTOPKEHHUS U TUIMOQYHKIMM TPaHCIUIAHTaTa y OOJBHBIX
AA cBsi3aHa C MO3MHAM HanpaBieHneM 001pHBIX Ha TKM, ammo-
CeHCHOMIM3AIMEH U Ieperpy3Koi KeJIe30M B pe3ylIbTaTe MHOKE-
CTBEHHBIX reMOTpaHCc(y3Hid.

FeTeporeHHOCTb OCTPOro MMUENIONAHOTO JlelKo3a C TpaHcnoKaumen t(8;21)(q22;q22)
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MBaHoBa M.M., TupaHosa C.A., MoTtuxoHosa H.A., Abaynkaabipos K.M.

®rBY Poccuinckuin HAW rematonorum n TpaHcoysunonoruv ®MBA Poccun; JleHnHrpaackaa obnactHasa KnmHuyeckas 6onbHuua; NbY3 lopoackas 6onbHMUa
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Bsenenne. Cpenn G0JIBHBIX OCTPBIM MUEIOHMIHBIM JIEHKO30M
(OMUJI) u3 TpymIbl 6IaronpUsATHOTO MPOTHO3a, KOTOPAask XapaKTe-
pusyercst HannuueM t(15;17), t(8;21) u inv(16), Hepenku ciaydau
peLUINBA H/WIIK PE3UCTEHTHOCTH K Xxumuortepanuu (XT). Dtum
OOJIBHBIM, KaK M OOJIBHBIM C HEeONaronpHsATHHIMH BapHaHTAMH
KapuoTHuIia, rokazaHa TpaHCIIJIaHTallus aJUIOT€HHBIX T€MOIIO2TH-
YEeCKHX CTBOJIOBBIX KieToK (ayuno-TI'CK).

Leab padorsl. OxapakTepru30BaTh KIMHAKO-TEMaTOIOTHYE-
ckyro BapuabenbHocth OMJI ¢ Tpancnokanuei t(8;21) u Bbine-
JIUTh NPU3HAKH, CONPSKEHHBIE C arpEeCCHUBHBIM TEUCHHUEM.
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MarepuaJibl 1 MeToAbl. OCYIIECTBIECH PETPOCIEKTUBHBII
aHaJ M3 pe3ynsraroB obOciemoBaHus 44 OOJBHBIX W JICUCHHS
36 6onpHBIX OMJT ¢ t(8;21) B Bo3pacte ot 11 mo 70 ner. [Ipose-
JeHo uccienopanue kapuoruna meronoM GTG, a Taxke usyue-
HH€ MYTallMOHHOTO ctatyca reHoB FLT3, NPMI, NRAS u c-Kit
MetonoM [TIP-quarnocTuku.

Pe3yabrarel n oocy:xaenne. Y 82% OGonbHbIX BepUUIUPO-
BaH M2-Bapuant 1o kinaccudukanuu FAB. OcranbHble ciydan
npezncrasieHsl M1- u M4-Bapuantamu. Y 1 60JIbHOTO TMarHOCTHU-
poBaH BropuuHbliit OMJL. Y 24 O0/bHbIX BbISIBIEHbI JOIOIHUTEIIb-





