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pycie kposu permmuenta (1o 40 x 10°/1) u Habmomaics KIuHA-
yeckuii 3 ekt — mpekpaiieHrne KpOBOTOUHBOCTH WIIN €€ Tpe/I-
ynpexaenue. OtnensHyto rpynny perunuentoB KT cocraBuiu
GOJIbHBIE, KOTOPBIM BBITIOIHSIN KaK MaJOMHBA3HBHbIEC ONEPALIUI
(TyHKIWSI IEHTPAJIBHON BEHBI, CIMHHO-MO3TOBasl TyHKIHS, Tpe-
IaHOOHMOTICHS U JIp.), TaK U OOJIbILINE ONEpAluy Ha OpraHax rpys-
HOM KJIETKH, OPIOIIHOM MOJIOCTH ¥ KOHEYHOCTSX (CIUICHIKTOMHUS,
SHJONPOTE3NPOBAHUE KPYIHBIX CYCTaBOB, YIaJCHHE OITyXOJIH
cpemocTeHust U Ip.). B mepBom ciiydae omepanuy BBIIOIHSIN
nocne nepenuBanus KT, oOecrieunBIero MOBBILICHHE 4YHCIIA
TPOMOOIIMTOB Y PEIUITUEHTA J0 YPOBHS B cpenHem 85,3 + 17,4
x 10°/n1. BelnosHeHne OONBIINX OMepanuii TpeboBaIo MOBBIIIC-
HHS KOJIMYECTBA TPOMOOIUTOB y GoubHbIX Goiee 100 x 10°/1, mist
94ero MHOrIa HeoOXOMMMO OBIIO MEPEeNUTh 2 TeparneBTUYECKHe
JI03bI 32 OfHY TpaHcdy3uio. B cpeqHeM B aHann3upyeMsblii nepu-
on B rox mepenuBanu 35 399 enunun KT, nmpu aToM exeromgHoe
4rcao TpaHcdysuit cocraBuiio 6015, T.e. 3a ofgHy TpaHc(y3HIO B
cpeaneM penunuent nosyyain 5,9 enunun KT. [penynpexnenue
WM Teparus OCIOKHEHUH TPOMOOIIMTOIIEHMYECKOTO I'eHe3a, Ha-
OJIFOaeMBbIX MTPY MPOBEJCHUH BBICOKOIO3HONH XUMUOTEPAITHH Te-
MO0JIaCTO30B, alIacCTHYECKO aHeMUH, TOTPeOOBAJIO0 B CPEeHEM
Ha 1 GonbHOrO 79-94 emuuun KT umu 14-16 tpancoysuii KT.
Kak nipaBuio, tpanchysun KT He conpoBoXIaNInch KAaKUMU-JIU-
00 peakLUsIMHU y PeUUNueHToB. VX KoauyecTBO ObLIO B Hpere-
nax 0,51-1,08%. Peaknuu varie HaOIIOOAINCH Y )KEHILUH, YEM Y

My>k4uH (29 npotus 15), mpenmMyiecTBEHHO HOCHIIM ajllepruye-
CKHI XapakTep U CONPOBOKAAINCH KPATKOBPEMEHHBIM TTOBBIIIIE-
HHEM TeMIlepaTypsl Tena. Kak mpaBuiio, OBTOPHbIE TPaHChy3UH
KT c ucrnonp3oBaHreM JIEHKODHUIBTPOB y TEX Ke PEIUIHEHTOB
npoxoanyu 0e3 ocnokHeHHH. OTYETIIMBOTO BIUSHUS HO30JIOTHU
pEeLUIMEHTa HA YacTOTy Pa3BUTUS OCTTPAHC(Y3HOHHBIX Peak-
uu npu nepenuBanny KT He oTMeueHO.

3axntouenue. Odecneuenne KT remaronornyeckoil KITMHUKN
TpeOyer GopMmupoBanus 0co00i KOTOPTHI JJOHOPOB — JIOHOPOB
TpomOouuToB. [InaHnpoBaHue 3aroTOBKU TEPareBTUYECKHUX 103
KT BO3MOXXHO IpH 00513aTEIIEHOM €KeTHEBHOM KOHTAKTe TeMaTo-
nora u Tpancdysuonora. Okono 25-30% OOJIBHBIX TEMaTONIOTH-
YEeCKOTO CTAlOHApa SIBISIIOTCS MOTEHIMAIBHBIMU PELUITACHTA-
mu KT. B apcenane ctaHIMu iepeuBaHus KPOBH JTOJKHBI OBITH
Bce Meroasl nonydenus: KT y nonopoB — TL® na cenaparope
KIIETOK KPOBH WJIH C IIOMOUIBIO pePPIKepaTopHON HEHTpUBYTH.
IIpu pacuere nmorpedHOCTH B TpaHchy3usx KT Heodxomanmo wuc-
XOIUTh U3 TOTO, 4To Ha 1 OOJBHOTO B cpeHeM noTpeldyercs 10
80-100 emmuun KT (10—14 tpancdysuii) Ha Kypc MporpaMMHON
xuMHuoTepanuu. COOTBETCTBEHHO Ha KaXK/IbIi Ceraparop KIETOK
KpPOBH HEOOXOIMMO IUIAaHUPOBATh NPH E€KEIHEBHOH padore o
200-240 oaHOpa30BBIX KOMILUIEKTOB PAcXOIHBIX MAaTepUasioB B
ron. Kpome Toro, B onepairoHHOM (J0HOpckoM) 3ane 1 Menu-
IUHCKasi cecTpa J0JDKHA paboTaTh He OoJiee YeM C YeThIPbMS J10-
HOpaMH IIpH poBeAeHUH aBTomarndeckoro T D.

PacnpepeneHue kapuoTtuna 197 6onbHbix de novo MuenogucnaacTuyeckum CMUHAPOMOM
cornacHo Kputepusam R-IPSS

C.B. Tpuuaes, N.C. MapTbiHkeBunY, E.B. MNeTtpoBsa, .M. Koctpoma, M.I1. ViBaHoBa, A.H. Ceprees, J1.C. MapTbiHeHKo, H.A. [ToTXOHOBA,
C.A. TupaHoBa, K.M. Abaynkaabipos

OrBY Poccuinckuin HAW rematonorum n TpaHcoysmnonornm ®MBA CankT-MeTepbypr

Beeoenue. KapnoTtuii — BaXKHBIN MPOTHOCTUYECKUH (aKTOp y
00nbHBIX MuenomucIiacTuaeckum cuaapomom (MJZIC). B Mex-
JyHaponHo# mkane IPSS Bbiienstor 3 BapuanTta kapyorumna: o:1a-
TOTIPHUSATHBIN, TPOMEKYTOUHBIN U HEOIATONPHUSITHBIN. YBETHUCHUE
YHCIIa XPOMOCOMHBIX a0eppaLyii ¢ U3y4eHHBIM IPOTHOCTHYECKIM
MOTEHLUATIOM CIIOCOOCTBYET YIIYUIIEHUIO cTpaTH(UKAUU OOJIb-
#e1x MJIC Ha rpymms! prucka. CoriacHO HOBOH MPOTHOCTUIECKON
mkaye (revised, R-IPSS) kommyecTBO NMPOrHOCTHYECKHX BapH-
AQHTOB KapUOTHIIA YBEJIUYEHO A0 5, a uucio abeppauuil ¢ yrou-
HEHHBIM TIPOTHOCTHUYECKUM 3HadeHneM — 110 17 Bmecto 6 B IPSS.
Lenp nccnenoBanus — u3ydeHue pacipezeneHue kapuoruna 197
GounbHbIX de novo MJIC cornmacHo pexkoMenganusim R-IPSS.

Mamepuanst u memoowt. J171s U3y4eHUs] KApUOTHIA OBLT UC-
nosnb3oBaH cranaaptHeiil GTG-meron. Kapuorun cunranu kom-
IUIEKCHBIM IIPH OOHApY:KEHUH >3 HE3aBHCUMBIX XPOMOCOMHBIX
abeppanmii. Crydan ¢ >2 ayTOCOMHBIMH MOHOCOMISIMH HIIA
1 ayTOCOMHOIM MOHOCOMUM B KOMOMHAIMU € >1 CTPYKTypHBIM
HOBPEXKICHUEM PACLEHUBAIM KaK MOHOCOMHBIN KapuoTum. J{ns
0003HaYeHNsI OAWHOYHBIX M JBOWHBIX a0eppanuii IpoMexyTod-
Horo R-IPSS BapuanTa, KOTOpbIE CIELUAILHO HE OBLIIM OrOBOpE-
HBI, UCIOJIb30BaH TEPMUH "CHELUAIBLHO HE MICHTU(ULIUPOBAH-
HbIe abeppanuu".

Pesynomamel u oocyycoenue. Mennana Bo3pacta OOJBHBIX
cocraBwia 64 roma (14-86 ner). Y 90 (45,7%) OonbHBIX ObLIH
BapHaHTHl ¢ MeHee 5% 01acToB B KOCTHOM Mo3re. [ToBpexaeHus

KapHOTHIIA BEISIBIICHB! Y 129 (65,5%) 6onpHBIX. Hanbonee yacThl-
MU ObUIM HOpMaJbHBIH (34,5%) M KOMIUIEKCHBIN KapHOTHII ¢ >3
abeppauusamu (19,3%), crnenuanbHO HE UASHTHU(GULIUPOBAHHbIE
abeppamn (16,2%), del(5q) (10,7%) u -7/7q- (6,1%). Hdpyrue
abeppauyy OBbUIM NPEICTABICHbl SAMHUYHBIMU HAOMIONCHUSIMU
WM He ObUTM OOHApY)KEHbl BOBCE KakK, HampuMmep, Tpucomus 19
w21 XpOMOCOMEBI B BUZIE €IWHCTBEHHOTO MOBpEXIeHus. Y 24
(12,2%) ©ONBHBIX YCTAHOBJIEH MOHOCOMHBIN KapHOTHUII, KOTOPBIH
crenuanbHo He Boiiensiercs B R-IPSS. Pacnpenenenne no R-IPSS
BapHaHTaM ObUIO CIEMYIOMUM: OYeHb XOopomui (3%), XOpoImii
(48,2%), npomexxyTounsblii (25,9%), mioxoii (3,6%) 1 o4eHb I10-
xoii (19,3%). Kapuorun 32 (16,2%) GonbHBIX ObLT HpeCTaBiIeH
CTICIHATBHO He MICHTH()UINPOBAHHEIME a0epPAINAMH IPOMEKY-
TOYHOTO PUCKA, KOTOPbIE B OOJBLIMHCTBE CIy4aeB ObUTH OJUHOU-
Hoil Haxonkoi. ITpu ucnonb3oanuu mkajsl IPSS unciao 60abHBIX
C TIPOMEKYTOIHBIM KapHOTHUIIOM (T.€. CTICIHANBHO HE HACHTH(H-
IIUPOBAHHBIM) OBUIO CYIIECTBEHHO Oomblie — 26,4%.

3axniouenue. HecMOTpst Ha yBeNMUeHHUE 4YKCIa IPOTHOCTH-
YEeCKMX BAPHAHTOB KAPHOTHNA W HACHTH(OHKAINIO MPOTHO3a
OONBIIMHCTBA XPOMOCOMHBIX abepparuii, R-IPSS nHe oxBarsiBa-
€T Bce MHOroo0pasue kapuoruna 60ibHbIX de novo MJIC. Oto
B COBOKYIIHOCTH C MAaJOYHMCICHHOCTBIO OTACIBbHBIX BAPHAHTOB
R-IPSS sBnsieTcss oCHOBaHMEM I MOKCKAa HOBBIX OMOJOTHYE-
CKHUX MapKepOB PUCKaA U, IPEXKJIE BCET0, TEHETUUECKUX: MyTall1i
1 HapyLIEeHUs SKCIPECCUU OTAENbHBIX TEHOB.

MoOHUTOPUHI MMHMManbHON pesugyanbHo 60ne3HN y 60nbHbIX OCTPbIM NMM$06nacTHbIM N1IelIKo30M
B pamKax npoTtokonos OJ1J1-2005 n OJ1J)1-2009
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Bgedenue. CyniecTByeT HECKONBKO METOJOB, HCHOJb3ye-
MBIX /IS HCCIECIOBAHNS MHHUMAIBHOM OCTAaTOYHOH IOMYIISINH
JIeHKeMUYeCKUX KIIETOK: ONpeneieHne abeppaHTHOr0 MMMYHO-
(deHoTuna MeToI0M IIPOTOUHOHU (P1roopoMeTpUn, (IOOPECLEHT-

8

Has rubpuauzanus in situ (FISH) nnst nerekuuy XpoMOCOMHBIX
NIEPECTPOCK, BBISIBICHHE XPOMOCOMHBIX MOJOMOK C TIOMOIIBIO
MOJIEKYIISIPHO-OHOIOrMYEeCKOr0 MeTozia (IOoJIMMepasHasl enHas
peaxuus — I11IP). Crienyer oTMETUTh, YTO XPOMOCOMHBIE abep-



