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XpPOHNYECKUN MUENOSIEUKO3

XpoHun4yeckun muenouanbin nenko3 (XMJ1, xpoHuyeckun
MMWENONEnKo3) — doopma newnkosa, KoTopas
XapaKTepusyeTcs  YCKOPEHHOW U Heperynupyemom

nponwcbepaul/lel‘/'l npenmMmywecrtBeHHO MUESTONOHbIX KIEeTOK
B KOCTHOM MO3re ¢ X HakorifieHMemM B KpOBW.




[MaToreHe3 XpOHU4YECKOro MMenonemkKkosa

B 6onbwunHcTBe criydaeB (80-88%) XpoHu4eckoro
MMENoenKkosa BbIABNAETCH XPOMOCOMHbII MapKep
OMyXOreBoro _ KroHa Ph'-xpomocoma, Ha3blBaeMas
dounagenb@puncKkon, Kotopas MNPUCYTCTBYET MOYTU BO BCEX
KNeTkax KOCTHOro Mo3ra rpanyrnoumtax, MoHouuTax,
apuTpoKkapuounTax M MerakapuouuTax, B numdouuTtax ee
HET. JTa aHOManunsa 4acTo co4yeTtaeTca ¢ Tpucommen 8, 9, 19,
21, gpeneunen 5 n c gpyrmnmmn gedekramm XxpomMoCcoM.

Lo 95% cnyyaeB XpoOHMYECKMI MUenonenkos-Ph-
NO3UTMBHLINK M nuwb 5-8% pernctpupyrotca kak  Ph-
HeraTuBHbIN.

XoTa BO3HWKHOBeHMWe 3aboneBaHWA CBA3aHO C
N3MEHEHUEM XPOMOCOMHOIo MaTepuana, ceMeunHoun
npeapacnonoXXeHHOCTU He BbIABIIEHO, TAaKXXe He YCTaHOBMNEHa
accoumnauus ¢ HLA-reHoTunom




KnuHuyeckas kaptuHa XMJ1 (HayanbHas

ctagusa)

KnnHunyeckasa kapTuHa 3aBUCUT OT cTagun 3aboneBaHus. BoigensaoT 3
cTaguMm XPOHWYECKOro MMUENOorenkosa:. HavarnbHYl, pPasBepHYTYIO W
TepmmHanbHyto (BO3 2001 r.).

0 B HayanbHOM CcTaguM XPOHUYECKUA MUENONENKO3 NPAKTUYECKU He
OVArHOCTUPYETCA WIIN BbLIABNAETCA NpU ChlyYanHOM UcCnenoBaHUn
KPOBW, NMOCKONbKY CMMMNTOMaTUKa B 3TOT Nepuos nodTu OTCYTCTBYET.

NmetoTcsa »kanobbl Ha cnabocTb, NOTNIMBOCTb, CHWXXEHWE anneTuTa,
noxygaHue, TOLUHOTY, MNOBbILEHME TemnepaTtypbl Tena, OAbllKY,
cepauebnerHue, 6onn B cepaue, 6o0nnM B KOCTSAX, B JIEBOM UNU MpaBoOM
noapebepbe, yBenuyeHne nepudepnyecknx nnmdaTtnyecknx yanos.

YXe B 3TOM CTaaun yBenu4MBaAETCA cenes3eHKa, YTO Bbi3biBaeT
HEMPUATHbLIE OLYLIEHN B nNeBOM noapebepbe, 4YYBCTBO TSXKECTW,
ocobeHHO nocne efbl .

[lpakTnyeckn aTy CTaguo BblAenuUTb He yaaetcd. Beoywiumn
KIMMHUYECKUA CUMMTOM - CrfIeHOMEeranumsli Kak cneacrsme MuenongHow
meTannasmm (MHunbTpaumn) ceneseHkn




OuarHoctuka XMJ1 (HayanbHasa ctagus)

B nepudepunyeckonm KpoBu: NOCTOAHHLIN U HEMOTUBUPOBAHHLIN
nenkoumto3 (40-70.109/n) ¢ HenTpodunbHbIM npoduUnem, COBUMOM
BNEBO 40 MMeNounToB. BaXXHbIM remaTosiorm4yeckum npu3Hakom dBfideTcs
yBenmyeHne kKonuyectea ©OasounoB ©n  303MHOMUNOB  pasnnU4YHOM
3pernoctu. AHemuma B ITOT nepuod He Habnwogaetcsa. OTmevaercd
Tpomboumto3 go 600-1500.109/n.

KocTHbIM Mo3r:
0 runepkneTtodHbin, J1/3 10:1
0 YBENUYEHNE MMESTOKAPUOLMTOB NMPOUCXOOANT 3a CHET He3pesbIiX U 3perblX
doopm rpaHynoumToB
1 KONMMYeCTBO DNacTHbIX KNEeToK He npeBbiaeT 5%
0 n3penka aputpobnactos
1 B 1/3 cnyyaeB - runepnnasusi MerakapuoumnToB




OuarHocTtuka XMJ1 (HayanbHaa ctagus)




KnuHnyeckasa kaptnHa XMJ1 (pasBepHyTas
ctagusa)

BonesHb, Kak npaBuo, AMarHOCTUPYeTcsa Ha cTaaun
TOTanbHOW reHepanm3aummn onyxornm rno KOCTHOMY MO3ry, TO
eCTb B pa3BepHyTON CTaauu.

Pa33epHyTa;| CTaaAunsA XapakTepusyetcsd nodBrieHnem
KIMTMHNYECKNX NMPMN3HaKoB 3a6oneBaH|/|;|, CBA3adHHbIX C
nenkemMmnyeckKknMm npoueccomMm.

[Tpy 06BLEKTUBHOM UCCNEOO0BAHUN NOYTU NOCTOSIHHbLIM
NMPU3HAKOM B 3TOT Nepuon SABNSIETCA YBENUYEHUE CENE3EHKMN,
AOCTUratoLme 3Ha4YnTenbHbIX pasmepos. Npu nanbnauyun
ceneseHka 6e360ne3HeHHON. BbICTPLIN POCT CEene3eHKkn 4acTo
NPUBOANT K NEPUCTNNIEHNTY U Y NOSMTOBUHBLI DOSbHLIX NHapKTam
cerneseHkun, NposiBNsoWmnecsa octpbiMm 60nsaMm B NeEBOM
noapebepbe ¢ nppagnaumein B nesbit 60K, NeBoe nrnevo,
ycunmearoLwlencst npu rnybokom Booxe




OunarHoctuka XMIJ1 (pasBepHyTasa ctagus)

B nepudepunyeckon KpoBu:

aHeMna MMeeT HOPMOXPOMHbIM XapakTep, HepeaKo BblpaXXeH aHn30- U
novkmnnoumTos. B nenkoumtapHon oopmyne npegcrasrieH BeCb
rpaHynoUnTapHbIN psg BKAKYMTENBHO 4O MMenobnacToB §6J'IaCTHbIe
knetikn 5-10%). Konnyectso nenkouutoB gocturaet 250-500.109/n.

KoCTHbIN MO3r:
rMNEepPKNEeTOUYHbIN,
4YMUCNO He3pernbiX PopM rpaHynoUnTOB NOBLILLAETCS
KOSINYECTBO 3PUTPO-KapnUoumMTOB YMEHbLLAETCH
cogepXXaHne MmerakapnoumToB B HOpMeE

O O O &3

[MpogoMmKUTENBHOCTb 3TOW cTagun 6e3 uMTocTaTuvyecKomn
Tepanun coctaensieT 1,5-2,5 roga. KnnHnyeckas kapTnHa npu
fie4eHnn 3aMeTHO n3MeHsieTcsl. CamoudyBCcTBME BOMbHLIX ANNTENBHO
OCTaeTCs yOOBIIETBOPUTENbHbLIM COXBaHFIeTCFl paboTocnoCcobHOCTb,
KONMYecTBO nemnkoLmToB okoro 10-20.109/n, nporpeccupyoLero
%BGJ'II/HGHI/IFI ceneseHKn He HabnogaeTcs. Pa3BepHyTaa ctagus y
6OJ'IbeIX, NPUHUMAIOLLNX UUTOCTATUKKN, ANuTcs 4-5 neTt, a nHorga u

onblue




f[emorpamma npu XMJI

O6Lwunn aHanus KpoBu O6Lwun aHanus KpoBu

Sputpountbl - 3.1.10.9/n, SQputpoumntbl - 3.1.10.9/n,
He - 87 r/n, UM - 0.8, He - 87 r/n, UM - 0.8,
Nenkouutsbl - 122.10.9/n, Nenkouutsbl - 122.10.9/n,
Mmuenoodnactbel - 20%, MuenoodnacTtbl — 6%,
npomuenouuntbl - 10%, npomuenouuntbl - 10%,
meTamuenountbl - 16%, meTamuenountbl - 16%,

muenountbl — 18%, oHble - 23%, Muenouutbl - 18%, toHble — 2 3%,
n/a- 2%, c/a- 7%, numd - 3%, m n/a- 2%, c/a - 7%, numd - 17%,
- 1%, CO3 34 mm/vac M- 1%, CO3 34 mm/yac
Tpombouuntbl - 620.10.9/n Tpombouuntbl - 320.10.9/n

. —



KnuHnyeckasa kaptnHa XMJ1 (tepMuHanbHas
cTagus)

B TepMuMHanbHOM cTagumM OoTMeYaeTca peskoe yxyalleHne ooLwero
COCTOSIHUS, YCUITEHUE NOTMIMBOCTUN, CTOMKOE HEMOTUBUPOBAHHOE
NnoBbiLLeHNe TemnepaTtypsbl. [10ABNAKOTCA CUNbHbIE OONKM B KOCTSX U
cycTaBax. BaxHbIM nNpn3Hakom aBndeTca nosisfieHne pedpakTepHOCTU K
npoBoAMMON Tepanun. 3Ha4YnTeNbHO yBENUYEHa cerneseHka. Hapacraer
aHemusi, TpombouuToneHusa. lNpn ymepeHHOM MOBbLILLEHUN KONMYECTBa
NnenkounToB hopmMyna omMonaxXmBaeTcs 3a CHET YBENMYEHUS MpoLeHTa
He3penbIX KNeTok (MpoMmenounToB, MnenobnactoB u
HeanddepeHUMpyeMbIX KINETOK). emopparnyeckmin CUHAPOM,
OTCYTCTBOBAaBLUWM B pa3BEPHYTOMN CTagnn, NOYTU MOCTOSAHHO NOSABMSETCS B
TepMUHaNbHOM nepuoae

3
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KnuHnyeckaa kaptuda XMJ1 XMJ1 (tepmMuHanbHas
cTagus)

Onyxonesbln Mpouecc B TepMUHanNbHOW CTagunm HavnHaet
pacrnpocTpaHATbCA  3a  npegenbl  KOCTHOMO  MO3ra: BO3HUKAET
nemkemmyeckasi UHUNbTPaUUsa HEPBHbIX KOPELIKOB, Bbi3biBaloLLad
pagukynsapHole  6onu,  oOpasylTcsa  MOAKOXHble  JNIEMKEMUYECKUE
NHUNBLTPaTbl  (NMenkemuabl), HabMOaeTcs  CapKOMHbIM — POCT B
numdooysnax. Jlenkemunyeckasas UMHMPUNLTPaAUUS Ha CNU3UCTbIX 0DONoYKax
CNOCOBOCTBYET Pa3BUTUIO B HUX KPOBOM3IUAHUW C NOCHeayoWmMM HEKPO3OM.
B TepmuHanbHoOM ctaaun 6onbHblE CKNOHHbI K PasBUTUD UHAPEKLMOHHbIX
OCNOXXHEHUWN, KOTOPble HEPEOKO ABMAOTCA MPUYNHON CMEPTH

11







KnuHnyeckana kaptnHa XMJI

B Te4eHun XpoHn4eckoro Mmenonenkosa MoxeT HabnogaTbcd
pa3BuTne BnacTtHOro Kpmaa.

Y 60onbHbIX OTMEYalTCs pe3koe yxyAlleHne obLIero CocTosHuS,
NPU3HaKU MHTOKCUKaLMK, Nnxopaaka, 6bonu B KOCTSX, MeTacTasbl B
ceneseHKy, neyeHb, NMmdaTUyeckme yanbl, KOCTU, APYrMe opraHbl U TKaHMW,
aHeMus1, remopparunu.

B remorpamme n/vnu B KOCTHOM MO3re obHapy>KMBaeTcs
3Ha4YUTENbHOE KONMMYEeCcTBO MuenobnactoB. B egMHUYHbIX crnyyasx
BbIABNAKTCA NuMdobnacTbl, YTO CBMAETENLCTBYET O NOPaXeHnn
KPOBETBOPEHUSA HA YPOBHE MONUMOTEHTHOM CTBOSTOBOW KINETKM.

[varHocTuyeckne npusHakm O6nacTHOro Kpusa XpPOHWUYECKOoro
MuerionenKosa: yesernmyeHne CyMMapHOro KonmyectBa OnacTHbIX KIIETOK,
NPOMMESNIOUNTOB B Nepuepnyeckon KpoBn nUnnm KoCTHoM mosre go 20% un
bonee. C y4yeToMm MOpPONOrnyeckux, LIMTOXMMUYECKNX,
MMMYHOPEHOTUMNYECKUX OCODEHHOCTEN OnacTHbIX KMNEeToK pasnuyarT
HEeCKONbKO BapuaHTOB _6GnacTHOro kKpusa - MWENOMOHODMNACTHLIN,
MuenobniacTHbIM, NMMMQOBIacTHbIA, MOHOBNACTHLIN, NPOMUENOUMUTaPHLIN,
apuTpObBNacTHbIN, MerakapnobrnacTHbIn

13




OunarHo3 XMJI

CTagma XpOHMYECKOro MMUErorfienko3a yCTaHaBnMBaEeTCA Ha
OCHOBaHUWN KOMMIEKCa KIMHUYECKMX OdaHHbIX WU WU3MEHEeHUW CcOo
CTOPOHbl  KPOBETBOPEHMA C  YYE€TOM  [aHHbIX  remMorpammbl,
MUenorpammbl, TMCTONMOrNYecKoro nccnegoBaHUS. NHorpa
HEeOQOCTaTOMHO HABHAsA  KIMHUKO-remaTosiormdyeckasd KapTumHa Ha
Ha4YanbHOM 3Tane 3aboneBaHUst He MO3BOSIIET YBEPEHHO MOCTaBUTb
OuvarHo3 XpPOHMYEecKoro mwuernonenkosa. B atmx cnydaax BaxHoe
3Ha4YeHue Ond OMarHOCTUKM umeeT obHapyxeHune Ph-xpomocombl B
rpaHynoumTax, MOHOUMUTaxX, 3PUTPO- U MerakapuoumTax KOCTHOro
mMo3ra (cnegyetr NMOMHUTb O BapuaHTax XPOHUYECKOro MMUErorienkosa
6e3 Ph'-xpomocombl)
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NeyeHne XMIJI

JleyeHne XpoHMYECKOro MUENOSienKosa onpeaenaeTca cragnen
3aboneBaHusa. B cnyyaax cnabo BblipaXXeHHbIX KITMHUKO-reMaTonorm4yeckmnx
NPOSABNEHUN XPOHNYECKON CTaaNN PEKOMEHOYIOT ODLLEYKPENAIOLLYIO
Tepanuio, NONHOUEHHOE NUTaHue, boratoe BUTaMMHaMK, perynapHoe
aucnaHcepHoe HabnogeHue. Nmetotca ceegeHnst o bnaronpuaTHOM
BNUSAAHMN Ha TeudeHne 3aboneBaHnsa a-uMHTepdepoHa.

JleyeHne XpoHMYECKOro MUENOSIENKO3a B pa3BEPHYTOU U
TepMUHaNbLHOU CTagun UMEeET CBOU OTnnuund. B pasBepHyTON cTaguu
Tepanusa HanpasneHa Ha YMeHbLUeHNUe MacChbl ONyX0oneBbIX KINeTOoK U
CTaBUT CBOEW LIENb COXPaHUTb Kak MOXHO LOfbLle COMaTU4YeCcKyto
KOMNeHcaunto D0mnbHLIX N OTCPOYNUTL HACTYyNnNeHne dGnacTtHoro Kpuaa.

LlMTOCTaTI/I‘-leCKaFI Tepannd Ha4ynHaeTcd ¢ MOMeEHTa yCTaHOBJ1EHUA
AnarHoaa. nNpuMMeHAar T MOHO- N MNMOJIMXNMNOTEPArunio
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NeyeHne XMIJI

[MpenapaTbl:
- MMENnocaH OENCTBYET Ha CTBOSIOBbIE KPOBETBOPHLIE KINETKU, MEHEE
aKTUBEH Ha KNeTKU-NpeaweCcTBEHHMKN OTAENMbHbIX POCTKOB KPOBETBOPEHMUS
N HEe OENCTBYET Ha ObICTPO NponndepunpyroLLnE KIETKN,
- TMApPOKcMMoYeBUHa (rnapea) BNUSIET Ha NponudepupyoLLmne KIeTKu,
- MHTEepepoHbI-«MogndmkaTopbl BMonornd4eckoro.
- IMNBEK - NPOTUBOONYXONEBbLIN Npenapart, UHIMbUTop
NPOTEUHTUPO3UHKMHA3bI - aHOPManbHOro pepmMmeHTa, nNpoayUnpyemMoro
domnnagensunCcKon XpoMoCOMOM, nogasndeT nponndepaunto, MHAYLNpYS
X anonToas,
- HOBbI€ UHMMOUTOPBLI TUPO3NUHKNHA3: HUNOTUHWO, AncaTUHKUO.
JlyyeBasi Tepannsi B Ka4eCTBE NEPBUYHOIO JfIe4YEHUSA, 0COBEHHO npu
crnsfieHoMeranuu,
NumdounTtadoepes npu pe3NCTEHTHOCTU K LUTOCTATUYECKOW Tepanuu
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NeyeHne XMIJI

JleveHune B TepMMHaANbLHOW CTaaumM XPOHUYECKOro MMenonenkosa
Npu HanU4nMnM GNAacTHbIX KNETOK B nepndepmnyeckon KpoBm NpoBOaAT
Nno cxemam ocTporo mmenobnacTtHoro nenkosa. BAMI, LIAMIT,
ABAMTI1, LUJOAI, codeTaHne BMHKPUCTUHA C NMPeaHNU30TOHOM,
LuMTo3apa ¢ pyooMMLMHOM.

Tepanus HanpaereHa Ha NpoasieHne XN3HM BONbHOro, Tak Kak
Nofy4YnTb PEMUCCUIO B 3TOM nepuoae TPyaHo.
[Mpn pa3BuTUM BNACTHOro Kpmn3a rnpoBOAUTCS fledeHne no

COOTBETCTBYHOLLEMY MNPOTOKOMY, B 3aBMCUMOCTM OT ero BapuaHTa
(NnMmdobnacTHbIM N MnenobnacTHbIN)
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NeuyeHune XMIJI

JleueHune XPOHHYIECKOI'O MHEJI0JIENK03a

Pannsasa xponnueckas ctaausa XMJL

l

Ectb HLA-coBMeCTHMbII
POICTBEHHHK

!

!

|

Her HLA-coBMecTHMOTrO
POACTBeHHHKA

l

Jleuenne I'uapea,
3aTeM IFN-¢ + Ara-C
(nm STI 571 — TymnBek)

I

|

MoJ1oa08 Il o:xmnr0i
O0BbHOMH 00JIbHOH
y
AJloreHHa sl
TPAHCIJIAHT AIHA
KM

IuToreHeTHYecKMil
OTBET B TeueHHe 12

mec. — MeHee 50%
Ph'-kaerox B KM

Her
IIHTOr ¢HeTHY €C-
KOI0 OTBeTa B
TedueHHe 12 Mec.

A
IIpopo/rkeHne JdeYeHHS], YBenueHne Ilo3ansasa
IIOKA COXpaHfAeTCH umcsia Ph'- XpoHHYecKas
JaHHbIH 3¢ deKT. — KJeTok B KM craaus (6osee
Koncepsupoanne KM oo.1ee 50% roja), craaus
npu uncie Ph'-kierok aKceJiepan i
B KM menee 25%
A 4 A 4
AJLIOreHHAfl TPAHCIVIAHT ANHA

oT HLLA-coBMeCTHMOI0 POJACTBEHHHKA

h 4

le/l HEBO3MOKHOCTH

v

IIpononxenne jedenns I'uapea, IFN-¢, Ara-C. HoBble JieKapcTBeHHbIE
cpeacrea. Tpancnianranusa ot HLA-coBMecTHMOro HepoACTBEHHOTO
JOHOPA. AYTOTPAHCILUIAHTAIHA NOC/I¢ HHTEHCHBHOM Tepanum.

W
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