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Annomayua: npu mepanuu UHUOUMOPAMU MUPOZUHKUHAZLL Y HACTHU OONbHBIX XPOHUYECKUM MUENONEUKO30M
BCPEUAIOMCA OCNONMCHEHUA, 8 MOM HUCTe C8A3AHHble ¢ namonocuell eemocmasa. I'emoppazuu pasHoii cmeneHu
svipasicenHHocmu  noaguaiomca  y 46 % 0Oonvbueix, npu dmom npeodradaem MUKPOYUPKYIAMOPHBIU Mun
Kkpogomouugocmu. Hueubumopsvi @GUOPUHOIUZA CHUNCAIOM  BBLIPANCEHHOCNb 2eMOPPASULECKUX HAapYuleHUl,
CBA3AHHBIX C HAPYWEHUAMU 8 CUCeMe 2eMOCMA3ad Y OOTbHBIX XPOHUYECKUM MUETONEUKO30M.

Kniouesvie cnosa: xpomuueckuii muenoneiixos, uHUOUMOPLI MUPOZUHKUHA3LI, 2EMOCIMA3, 2eMoppazuyeckile
Hapywenus, uneudumopsvl uopuHoIU3a.

Xponunueckuit muenoinerkod (XMJI) — remoGuacTo3 U3 TpyIIbl XPOHHYECKHX MHUENONPOIrdepaTnBHbIX
3aboneBannii (MII3), xapakTepHOlW OCOOEHHOCTHIO KOTOPOTO SIBJIETCS HalIM4YME PELUNPOKHON TpPaHCIOKAaLUU
1(9;22)(gq34;q11), momyuuBmieli HazBaHue Quianenbduiickoit xpomocomsr [1, ¢.320]. JleGroT 3aboneBanus y
OOJIBIIMHCTBA MAIMEHTOB BCTPEYAETCSI B TPYAOCIIOCOOHOM BO3pacTe, YTO ONpEAEssieT COMUAIBbHYI0 3HAYNMOCTh
JaHHO# HO300THH [2, ¢. 5]. B pe3ynbrare ucnonb3oBanus nuaruouropos BCR-ABL-3aBrcuMoii THPO3HHKUHA3HI
(UTK) mpu XMJI yBenuumnach obmias u Oe3penuauBHas BbDKHBaeMocTh [3, ¢.1125-1126; 4, ¢.2253-2254].
MHOro4YHCIeHHBIE HCCIIEAOBAaHMS, TIIOCBSIMICHHbIE TEpanud WHIMOWTOpaMM THPO3WHKMHA3, IIOKa3all UX
xopotryro 3¢GeKTUBHOCTD U Oe30macHOCTs. HecMoTpst Ha mporpece B J€UCHHH XPOHHYECKOTO MHEIOJICHKO3a, Y
YacTH TIAIMEHTOB HAONIOAIOTCS pa3nuuyHble ocnokHeHus [3, 1126-1127; 4, c.2254-2255]. Ilockombky B
KIMHUYECKOH KapTHHE XPOHUYECKUX MHUEIONPOoNInepaTuBHBIX 00JIe3HEH 4acTO BCTPEYaroTCsl TPOMOOTHYESCKHE U
reMOpparuyeckue OCIOXKHEHUs [5, c. 2], mpencTaBiseT UHTEPEC YTOYHEHHE YacTOThI, PACIpPOCTPAHEHHOCTH,
JIOKaJIM3alui KPOBOTOUYUBOCTH Yy 00JbHBIX XMJI, a Takke onpezaeseHne myTH KOPPEeKIUH.

B pabote Obuta ucnonb3oBana uHpopMmaius o 104 GompHbix XMJL. BeceM 00JIbHBIM IPOBOAMIIACH TEPAIUs
NTK (umarnHuOa Me3unar, HIIOTUHHO, 1a3aTHHNO).

[Tony4yeHne 00pa3moB TIA3MBl IS WCCIEJOBAaHMS CHUCTEMBI KOAryJsLUH M TPOMOOIMTApHOHM arperamuu
BBIMIOJIHSUIM  COTJIaCHO pexoMmeHaauusMm [6, c¢.35-38]. IlpoBogwnu crienyrouge METOAUKH: AKTHBUPOBAHHOE
napauanbHoe TpomOorutactuHOBoe BpeMs (AIITB), mporpomOmHOBOe Bpems koarynsuuu 1o Quick,
TpOoMOUHOBOE Bpemsi koaryisiuu mo Biggs, comepxanue ¢ubpunorena mo Clauss, arperaiuio TpoMOOIMTOB,
uaaynupoBanHoit AJI®, agpeHanwHOM, KOJUIareHOM, Mo Born, akTHBHOCTH KoarymsimumoHHOro ¢akropa VIII,
PHCTOMHIIMH-KO(AKTOPHYIO aKTHBHOCTb, KOHIEHTpPAaIMIO aHTWTeHa QakTopa BmmneOpanga. Beramcnsnm
OTHOIIICHWE AaKTHBHOCTH (pakropa Bumnebpanma Kk ypoBHIO aHTHUreHa (Qakrtopa Bumnebpanma (Ratio
VWF:RCo/VWF:Ag). TpomboanacTtomerpusi OemHOW TPOMOOIMTAMH TUIa3Mbl MPOBOJMIACH TI0 TEXHOIOTHH
«ROTEM». UccnenoBanue nepudepuuecKOi KpOBH MPOBOIUIM MPH IIOMOIIY T€MATOJOTHIECKOr0 aHAIM3aTOPa.

Cpenn 60mbHBIX XMJI KpOBOTOUMBOCTH Pa3HOM CTENEHU BHIPAKEHHOCTH MMENIa MECTO y 56 4eJoBeK, 4TO
coctaBuiio 54 % oT obuiero yncna Hamux OonbHBIX. Hanbonee yacro y 6oapHbIXx XMJI Habmoaamich KOXHBIC
MPOSIBJICHUST M KpoBOM3NUsHUA B ckiepbl (y 28 % u 15 % coorBeTcTBeHHO). HOCOBBIE KpOBOTEHEHHS
BCTpedanuch y 7 % MAIMEeHTOB, CTPAJalOlMX XPOHWYECKHM MHENOJeHKo30M. PenmauBupylomue necHEBbIE
reMOpparuy UMeIH MecTo jumb y 3 % manueHtoB. IlocieonepanuoHHble KPOBOTEUEHUSI OBUIM OOHApPYKEHBI y
3% GonpHEIX XMJI, B TOM uucie y ABOMX — KPOBOTEUYEHHs IIOCIE SKCTpakIMU 3yOoB. I'mmepronmmMeHoppes
BcTpedanack y 4-x sxkeHmuH, crpagaonmx XMJI (3 %). YV omnoro manueHTta ObpIIO 2 3MH30[a JKEITYAOYHO-
KHUIIEYHOTO KpOBOTEYEeHHMs. Takum obOpazom, y OonbHbix XMJI Ha ¢one tepanum UTK mnpeobnanaer
MUKPOIUPKYIATOPHBINA TUT KpoBoTouuBOCTH (94 %). Crieyet 0c060 MOIUEPKHYTh, YTO YKa3aHHBIC TEMOPPAruu
y Oousbliel 4acTH NMalMeHTOB, a UMeHHO y 48 venoBek (46 % ot uucna 6oabHbIX XMJI) mosiBuinnch Ha (oHe
neuenns XMJI UTK. Jlump y BocbMH OONBHBIX TE€MOPpParuy pasHbBIX JIOKAJIM3alMH BCTpEYaIuCh M0
BO3HUKHOBEHUS KiauHHuYeckux mnposBieHuid XMJI u tepanum UTK. XapaxkTepucTuka HpUYMH TeMopparuit
IpecTaBiIeHa Ha pUCyHKe 1.
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Puc. 1. Xapakxmepucmuxa npuuun cemoppacuil y 6onvuvix XMJI na ¢pone mepanuu UTK

Y OGonee mnonoBunel OonbHEIX XMJI Ha dQone Ttepamunm UTK (56 %) xpoBoTOUMBOCTH 0O0YyCIOBiIEHA
KOMOMHMPOBAHHBIMHA HApyIICHHSIMH B CHCTEME TeMOCTa3a, BKIIOYAIOIIMMH HapylIeHUs B KOHEYHOM OJTare
CBEpPTHIBAHUS,  BBIABICHHBIM 1O  JAaHHBIM  TpomOoamacrorpaduu,  TPOMOOLMTApHOH  AHMChYHKIMEH
(TpoMOOLIUTOTIEHHST W TPOMOOIMTOIIATHS) W HEIOJNHOIIEHHOCThIO (akTopa Bmmrebpanna (cHmwkenwe Ratio
VWF:RCo/VWF:Ag). Y 10% GonbHBIX HE BBUIBICHO NMPUYMH KPOBOTOYMBOCTH, CBS3aHHBIX C HAPYLICHUSIMH B
CHCTEME TeMOoCTa3a.

Hanmnume KpoBOTOYMBOCTH B BHIE 3KXHMO30B, CYOKOHBIOHKTHBAIBHBIX KPOBOM3NUSHHUN, HMPH OTCYTCTBHH
TPOMOOITUTONIEHUN TSDKEJIOW CTENeHH, He TpeOoBajo KakoW-mnbo Koppekiuu. Bmecte ¢ TeM dacTble HOCOBBIC
KPOBOTCUCHHUS, THIIEPHIOIMMEHOppEs,, a TaKXKe IIOCICONEPALMOHHBIE TE€MOPpParud M JKEIyZOYHO-KUIIEYHOE
KpoBoTeueHne Yy OonbHbIx XMJI sBiAsIMCh NOKa3aHMSAMH K TPOBEACHHIO TI'e€MOCTATHYECKOW Teparvu.
TpanekcamoByto kucnoty (TK) HazHavyanm B cyro4HOi no3e 15-25 Mmr/kr (mpueM TpeXKpaTHbIi), KypCOBOW MpHeM
coctaByan 3-7 nHEM B 3aBUCHUMOCTH OT BBIPAXXEHHOCTH KpOBOTOYMBOCTH. M3 umcna 12 mamueHTOB, KOTOPBIM
npoBoannack tepanus TK, HapymieHus B remMocrase BBUIBICHO y 8 OoibHBIX. YacToTa M MpPOIODKHUTENIBHOCTH
HOCOBBIX KPOBOTEUEHHH YMEHBIIUIACH Y MATEPBIX OONBHBIX (y BCEX OBUIM M3MEHEHHUS B TEMOCTA3€e, B TOM YHUCIIE Y
OJHOI OOJBHOM BBISABICHO CHIDKEHHE arperaluyd TPOMOOLWTOB, y APYrOd — HapylleHHe B KOHEYHOM JTarie
KOAryJsiliiH, Y OCTIbHBIX — KOMOMHUPOBaHHBIC HapyHIeHus cBepThiBanus). OrcyrcTBue s dexra TK nmeno mecro
y manueHTKH E., HOCOBBIE KPOBOTEUCHHS y HEE NPEKPATWIINCh IIOCIE MECTHOW Teparuy OTOJapHHToNora. Y
narreHTKd C. ¢ BBIABICHHOW AWMCOYHKINEH KOHEYHOrOo 3Tama CBepThIBaHUS Ha ¢oHe Tepanmmu TK oTmewanmocsk
CHIDKCHHUE TPOJOJDKUTENIBHOCTH U 00bEMa MEHCTPYAIbHBIX KPOBOIIOTEPD, & TAK)KE CHIDKCHHE YaCTOTHI HOCOBBIX
KPOBOTECUCHHH. Y IpYrux 3-X MalMeHTOK C THIEepIOoINMEHoppeei, 6e3 HapyIIeHni B CHCTEMe TeMOoCTa3a, Tepanus
TK Obumia HeaddexkTuBHOH, y 2-X OCTAaHOBKAa I€MOpparki JOCTHIHYTa HPUMEHEHHEM 3CTPOreHCOIEpIKallnX
MpernapaToB, y OIHONH — ONEpaTHBHBIM BMEIIATEIHCTBOM (yJaJeHHE IIONHMIIA IIepBUKAIBHOrO KaHamna). Ilpu
KPOBOTEUEHUH B MOCICONEPANMOHHOM NepHojie (IHIONPOTE3NPOBaHNE Ta300eJpEeHHOro cycTasa) y oonsHoi 111, ¢
npuoOpeTeHHON OoJe3Hb0 BriuieOpaHna MOMHMO TeMOCTATHYECKON Tepanmuu WHruouropamu (HUOPHHONN3A
NOTpeOoBaJIOCh NPUMEHEHNE 3aMECTHTENBFHON reMoTpaHcdy3noHHONW Tepanuu. Y GonpHoro I1. mpu xemymouHo-
KUIIEYHOM KpOBOTEYEHMH Hcmonb3oBaHue TK OBLIO HEZOCTATOYHO, TEMOPPAarHYecKHid CHHAPOM IPEKPaTHIICS
1OCJIE  JIONIOJHUTEIBHOTO TIPUMEHEHUS JTaM3WiaTa ¥ CBEXKE3aMOpPOXXEHHOH Iuia3Mbl. TakuM  o0Opasowm,
TpaHEeKcaMOBas KHCJIOTa AEMOHCTPUPYET 3P PEeKTUBHOCTE y 60ibHBIX XMJI, MMEIOMmnX reMopparunieckuii CHHAPOM
BCJIC/ICTBHE HApYIIEHUI B CUCTEME reMocTasa (X2=6; p<0,014).

Hcnonp3ys nmaHHBIE O MPHYUHAX KPOBOTOUMBOCTH y OombHBIX XMJI Ha ¢one tepamuum UTK wamm Obin
pa3paboTaH alTOpHUTM JIedeOHO-TUATHOCTHYECKUX MEPONPUATHH IpH HANWIUHA KPOBOTOYUBOCTH y O0mpHBIX XMJI,
TTO3BOJISAIOMINHN YTOYHATH NE(EKT CUCTEMBI TeMOCTa3a 1 ONPEIeNIUTh BAPHAHT TEMOCTAaTHYECKOH Tepanuu (pruc.2).
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Puc. 2. Anzopumm neuebno-ouacnocmudeckux meponpuamuil y 60avnoix XMJI npu nanuuuu kpogomouueocmu

*Koppexyus 003vt UTK npu mpomboyumonenuu npogooumcs coenacio Poccutickum pexomeHoayusm
[7, c.36-37].

BoiBoabI:

1. Yacrora remopparuii cymecTBeHHO yBenuumBaercsi y OonpHbIX XMJI Ha done tepammn UTK. ¥V takmx
OOJIBHBIX JOMUHHUPYET MUKPOLUPKYISTOPHBIA THIT KPOBOTOUNBOCTH.

2.  OmHnM W3 9YacThIX BapHaHTOB reMopparuii Ha ¢oHe Tepanuu UMaTtHHNnOa MmesmnaroM (15%) sBusercs
CyOKOHBIOHKTHBAIBHOE KPOBOU3IIUSHHE.

3. T'emopparmueckue mposiBieHus Ha QoHe sedeHus: 001pHBIX XMJI HHrHOuTOpaMy THPO3HHKHHA3EI 9acTO
o0ycioBiIeHbl KOMOHMHanueil aeeKkToB CHCTeMbl TremMocTasa (IUCQYHKIMS KOHEYHOTO JTala CBEPTHIBAHMUS,
TPOMOOIIMTONIEHUS, TPOMOOIIMTONIATHSI, HEMOJHOIICHHOCTh MOJIEKYIIBI (pakTopa Buinebpannaa).

4. Temopparuveckue IpOsBICHHS, 00YCIOBICHHbIC HAPYUICHHSIMH B CUCTEME reMocTasza Ha (OHE Teparuu
NTK, ocnabisiroTcst TpaHEKCaMOBOM KHUCIOTOM.
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