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XPOHUYECKHUE JICUKO3bI

1 -OMyXOnu KPOBETBOPHOM TKaHWU, OCHOBHOW cybcTpar
KOTOPbIX COCTaBMAKT CO3peBatoLLME N 3perible KNETKU

pumpoyumsi

> 340P0OBAA KPOBb

Hedmpogunsi



XPOHMYECKHE JTCHKO3bI

[1pn XpOHUYECKOM NIeNKO3€e OMnyXOosieBble KNETKM
HaMOMWHAIOT HOPMaribHblE, HO OTNIMYAIOTCS OT HUX.
OHM XXMBYT CIULLKOM JOSITO0 U MeLLaroT 0bpa3oBaHUIO
HEKOTOPbLIX BUOOB JIENKOLNTOB.

MwnenounaHbin n JlumdounTapHbI NENKO3bl MONYYNnu
CBO€ Ha3BaHWE B COOTBETCTBUU C KNIeTKaMu, 13
KOTOPbIX OHU BO3HUKIN,



ITHOJIOTUSA

OTNONOMMA NIENKO30B A0 HACTOSLLEro BpEMEHU TOYHO
He ycTaHoBreHa. Ob onyxoneBou NpMpoae NIENKO30B
CBUAOETENBbCTBYET HaNn4ne oodLmx
3aKOHOMepPHOCTEN, OOBbEANHSIOLLNX NTENKO3bI U
onyxonu. K HUM OTHOCATCA:

* HApyLLUEHNE CNOCODHOCTN KNETOK K
ongppepeHLNPoBKe;

e MOpdorornyeckasa n metabonuyeckasa aHannasus
KIETOK,;

e 00OLLME ITUONOrMYecKmne pakTopsl,
CnocoOCTBYOLLME Pa3BUTUIO FTEMKO30B U ONyXoren, u

AP



NaToreHes n1eMKO30B
(no A.M.Bopob6beBy, M.[1.bpunnuaHT)

MyTtauyus CIrk. Aktusauus
OHKOreHoB. MHTEeHCuBHasA

nponudcdepauun 6e3 aBneHun

aTunusma
(«nobpokauyecrBeHHas
onyxonb>»). ObpazosaHue
NepPBUYHOIO JIEUKO3HOIro
KJIOHA

BoiTecHeHue nepBUMYHbLIM

> JIEUKO3HbIM KJIOHOM

HOPMaJibHbIX KJIETOK.

BTopuuHbie MyTaLum KNeTok

NepBUYHOIrO JIEUKO3HOIro
KJIOHA U3-3a

HecCTabunbHOCTU UX reHOMA

g

MuTeHcuBHas nponudepayus
KJ1I€TOK BTOPUYHOIO JIEUKO3-
HOro KJIOHa. YTpaTta KJIOHOM

cnoco6bHocTu k anddepeHun-

poOBKe

DopMHpOBaHHUE JIEHK03A




MuenonponudepatuBHbie

[ XPOHUYECKUN MNESTOSTENKO3 ]

)

QpUTPEMMS ]

[ Naononatnyeckum MmenocpMGpos]

XpPOHMYECKUI
MerakapuoumTapHbIv NeNKO3

NTnmcponponudepatnBHbie

[ XPOHUYECKMIN NTUMMPPONENKO3 ]

[ MuenomHaga 6onesHb ]

[ bones3Hb BanbgeHctpema ]

[ bornesHb TaXenbIX ueneu ]




XPOHUYECCKHU MUEJI0JICUKO3

1 XMIJT - XxpoHnyeckoe muenonponungepartnBHoe
3aboneBaHue, Npy KOTOPOM OTMEYatoT yCUreHmne
obpa3oBaHus rpaHynoumMToB (NPENMYLLIECTBEHHO
HEUTPOMUIOB, a TakXXe NPOMUENOLNTOB,

MWUEeNnounToB, METAMUENOLUTOB), Cry>KaLlnx
cybcTpaTom onyxonm.
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ITHOJIOTUS U IIATOreHe3

1 [pnynHa naTonorm4eckoro pocTa KneTokK - Mytaums
KNeTKN-npeaLlecTBeHHUL bl MMEenonoasa (YacTU4HO
OeTePMUHMPOBAHHAs MOSIMNOTEHTHAA KNeTka). 3To
OoKa3blBaeT 0bHapyXeHue y 6onbHbIXx XMJT
cneundunyeckoro mapkepa - natofiorm4eckou Ph-
XPOMOCOMbI (pnnagenbMUUCKON) B KNeTkax
MWUEeNnongHoro, 3puTpPoOnagHOro, MOHOLMTAPHOIO U
TpomMmbouuTapHoro psiaa. Ph-xpomocoma -
pacnpocTpaHEeHHbIN KNETOYHLIN MapKep,
noaTBepKaatoLmm NponcxoxgeHme Bcero
naTtonornyeckoro knoHa knetok npu XMJ1 ot ogHoun
MaTEPUHCKOMW.



Craguu XpoOHUYECKOro MHeJ10J1eiMK03a

XMJ1 B cBOEM pPa3BUTUN 3aKOHOMEPHO NPOXOAMUT ABE
cTaaun - MOHOKIMOHOBYHO W MOMUKNOHOBYHO,
KOTOPbIM COOTBETCTBYIOT TPU KIMNHUYECKME CTagnm
TeyeHuna 3aboneBaHns:

1 XpoHunyeckadq (Ha4anbHas)
1 AKcenepauuu (passepHyTas)
1 bnacTHbIN Kpn3 (TepMUHaNbHasA)



XpoHu4ueckas (pasza

1 MuenougHasa nponudepaumnsa KOCTHOro Mmo3sra u
HebonbLUNE N3MEHEHUS B KPOBU (00 1-3% 6nacToB)
6€e3 Npru3HaKoB NHTOKCUKAaLINN.

1 3aboneBaHue nerko oTBeyaeT Ha nevyeHume v nerko
KOHTPONMPYETCH



da3za akcejaepannuu

1 BblpaXeHHble KINMHUKO-remMaTos1orm4eckme
HapyLweHua (MHTOKCUKauma npoayktaMmu pacnaga
NENKO3HbIX KIETOK, YBeENMYeHne nevyeHn n ceneseHku,
MuenongHaga nponudepaumnsa KOCTHOro Mosra u
N3MeHeHNA B KpoBU). B nepndepnyeckomn Kposu - oo
10% bnacTos.

1 KoHTponb Hag 3aboneBaHnem nony4nTb TpyaHee



biacTHbIN Kpu3

1 Pa3sButne nonnknoHoBOM onyxosn: pedpakTepHOCTb K
NpPoOBOANMOMY LIMTOCTATUYECKOMY JIEYEHUIO, UCTOLLEHME,
3HauYMNTENbHOE YBENUYEHNE CENE3EHKN U MNEYEHH,
ancTtpoduyeckne NsMeHeHns BHYTPEHHUX OPraHos,
BblpaXX€HHblE U3MEHEHUS KPOBU (aHEMUSA, TPOMBOLIMTONEHUS).
XapaKTepHO pa3BUTUE TaK Ha3blBaEMbIX Or1aCTHbIX KPU30B -
NpucyTCcTBME B Nepudepmnyeckon KpoBm 6racTHbIX KINETOK (40
30-90%), B CBSI3U C YeM 3aborieBaHue npnobpeTaeT YepThl
OCTpoOro fnenko3sa. Yatle Bcero B KOCTHOM MO3re U
nepuepnyeckon KpoBm b6riacTHbIN KpU3 XapakTepmsyeTcs
obHapyXeHnem mnenobnacTtoB, HO MOXHO BCTPETUTL U
HeauddepeHUMpyemMble bnacTHble KNeTKW. [Npun nccnegoBaHnm
KapuoTtuna obHapy>XnBatoT MOSIMKNOHOBOCTb NaTONOrM4YeCcKmnx
krnetok. OQHOBPEMEHHO NPOUCXOAUT 3HAYUTESIbHOE YrHETEHNE
TpoMOOLMTONO33a, pa3BMBaETCA remopparm4ecknm CUHOPOM.
CyulecTByeT Takxe numdobnacTHbIM BapmaHT 6riacTHOro
Kpu3a (MHOXXeCTBO NMMd0obnacTtoB B KOCTHOM MO3re u
nepmndepndeckon KpoBu).



KinHn4Yeckast KaApTHHA

e MuenonponudepaTuBHbIN CUHOPOM, B OCHOBE KOTOPOTO
NneXxunT MuenonaHas nponudepaumns KOCTHOro Mo3ra, BKITHOYaEeT:

- 00LMe CUMMTOMbI, BbI3BaHHbIE MHTOKCUKaALMEN,
nponndepaumnen NemKo3HbIX KNETOK B KOCTHOM MO3re, ceneseHke
N nevyeHun (MoTNMBOCTb, CNaboCTb,CHMXEHME MaCChbl TENQ,
TSXKECTb 1 6orb B 0611acTn cene3eHkn n ne4eHun, occanrnm);

- YBENUYEHNE NEYEHU N CENTE3EHKU;
- IENKEMMNYECKMNE NHAUIBTPATbI B KOXKE;

- XapaKTepHble N3MEHEHUA KOCTHOro Mo3ra 1 nepndeprn4eckon
KPOBMW.

e CnHapom, o6ycroBneHHbIN OCNOXHEHUSMM:

- remopparumyeckum guartes (remopparmm n Tpomoo3bl BcrieacTemne
HapyLLUeHns NpoKoarynaHTHOro 1 TpomMooLuTapHOro 3BeHa
remMocTasa);

- THOMHO-BOCNANUTENbHbIE NnopaxeHund (MHEBMOHUN, NnieBpUTHI,
6pOHXI/ITbI, THOUHbIE NOPaXEHUA KOXKN U NMOOKOXHOUN )KUPOBOU
KneT4yaTKu), O6yCJ'IOBJ'IeHHb|e PE3KNM ocrnabneHnem NMMMYHUTETAQ,



JIlnarnocruka

e NerkounTo3 bornee 20x10°/n;

e MPUCYTCTBME B NenkountTapHom gpopmyre
nponmdepupyomx dopm (MmenobnacTos u
NPOMMENOLNTOB) N CO3PEeBAKOLLNX rPaHYIOLMNTOB
(MMenounToB, METAMUENOLNTOB);

e MMernounaHas nponndepaums KOCTHOro Mo3ara (Mo AaHHbIM
MUernorpamMmbl 1 TpenaHobmnoncum);

* CHMXXEHMEe aKTUBHOCTH LLenoYyHon goocdartasbl
HeUTpodunos (MeHee 25 egnHuL);

e pacLUMpeHune «nnauygapma» KpoBeTBOPEHUS (MO JaHHbIM
CUMHTUrPadUN KOCTEN);

¢ YBEJINYEHUE Pa3MEPOB CEJIE3EHKN U NMEYEHMN.

[Tpn XpOMOCOMHOM aHanmn3e KNeTok KOCTHOro Mo3ara B 95%
MeTadgas oOHapyXuBatoT Ph-xpoMocomy



JIlnarnocruka

0 1 ctagua: nepudepnyeckon Kposm 0DHapPYXMBaKOT NENKOLINTO3
(6onee 50x10°/n) ¢ HelTpodmne3om, rpaHynoLMTbl Ha BCex
cTagusix co3peBaHnst (MUENOLUUTBI, IOHbIE, MAaNOYKOBUAHbLIE) U
9031HOUNLHO-ba3oPUbHYO accounaunto. Konmyectso
TPOMOOLUMTOB HE UBMEHEHO (MHOrAa HEMHOIO YBENUYEHO). Peako
obOHapyxuBatoT HeDOSbLLOE Konn4vecTBo briacToB (40 1-3%).

0 Il ctagusa: KONM4YecTBO NENKOLUMNTOB COCTaBMSAET
50-500%x10°/n, BCe KNETKWU rpaHyrnonosasa yBenn4yeHsl,
coaepkaHme He3pernbiX dopM NOBbILLEHO (MPOMUENOLUTHI
cocTaBnaT 20-30%), BrniacTbl cocTaBnAT A0 10% Bcex
KIETOK, a KONIM4eCTBO TPOMOOLIMTOB CHUXXEHO UK
yBENMYEeHO.

0 Il ctaana: KonnM4ecTBO NENKOLUTOB HEBETUKO (00
50x10°/1), 0GHapYKMUBaOT MHOXECTBO HE3PENbIX POPM.
bnacTbl cocTaBnaoT bonee 10% u cpeau HUX
OOHapy>XMBAIOT KIETKM ypoaneon doopmMbl. KonmnyecTBo
TPOMOOLIMTOB CHUXKEHO. B KOCTHOM MO3re 4yncno 6racToB
YBEMNYEHO, S3pUTPO- N TPOMOOLINTONOI3 YrHETEH.



Jleuenne XMJI

0 UMaTUHMO (rMuBeK) — cneundmyeckn MHIMGUpYyeT
BCR-ABL-TUPO3MHKNHA3HYIO aKTUBHOCTb W NogaBndaeT
BEeCKOHTPONLHY0 nponudpepaunto NENKOUMTOB. Y 76%
BonbHbIX B XpOHMYECKOW dbase yepes 18 Mec fneyeHuns
AaeT NOSHbIN UMTOreHETUYECKNIN OTBET.

1 B dase akcenepauum n bnactHOro Kpusa nokasaH TonbKo
BOsibHbLIM, paHee He nosy4vaBLlunM ero. EAMHCTBEHHO
9 EKTUBHBIM NpenapaToM MOXET ObITb
rmgpoKkcukapodamuma.

1 o oTKpbITMA nMaTuHMba npenapaTtom Bblibopa Obin
anbda-nHtepdepoH. Ero npumeHeHne BbI3bIBAET
rpmnnonogodHble CUMNTOMBI, HEKOTOPLIE KYNUPYHOTCHA
napaueTamMmornom, HO Apyrue, Takme, Kak 6onm B KOCTAX U
TsKenasi noTepsi Maccobl Tena, TPedyOT OTMEHDI
npenapara.



Metoan! Tepanmuu XMJI
Bovibop memooa mepanuu 6 pauneil xpornudeckou cmaouu XMJI

|. HeTpaHcnnaHTaHUNMOHHbLIE METOAbI (PacnosioXeHbl B
nopsgke CHMXeHUA aPdPEKTUBHOCTN):

0 -InuBek (NonHbIN 3P dekT y 90% OONbHbIX);

1 -MHTEpPdEPOH anbda;

1 -XuMmmnoTtepanusa (Mmenocad/rngpea).

Il. TpaHCcnNaHTaumMs KOCTHOro Mo3ra.

1 Bce cywecTByoLwme MeToabl nevyeHua n npenaparsl
(InuBek, MHTepdepoH-anbda), XuMnoTepanus, a TaKkke
TpaHcnnaHTaums ayTonorm4Horo 1 anfnoreHHOro KOCTHoro
MO3ra MakcumManbHO 3(PEKTUBHBLI Y NALMEHTOB C paHHEN
XpoHu4yeckou paszon XMJ1 (meHee 12 mecqueB OT
MOMEHTA BbISIBIIEHUS 3aboneBaHns).



AJUIOTPAHCILUIAHTAIMSA KOCTHOIO MO3ra?

1 o oTkpbITna nmatuHmnba TKM cuntanm
eOVHCTBEHHbLIM pagnKanbHbIM NevYeHnem
3aboneBaHus.

1 CywectBeHHas ponb TKM octaetcsa y monoabix
NaLUMEeHTOB C BbICOKMM PUCKOM B paHHeu
XPOHNYECKOWN CTagnen

1 Pesynberathl B doase akcenepauum n bnactHoro Kpmsa
3HAYNTENBHO XYXe.



JpurpeMus (HCTUHHAA MOJIULATEMHUS,

0os1ie3Hb Bake3a)

1 MwnenonponudepartnBHoe 3aboneBaHne, XpOHUYECKUN,
nNobpoKavyeCTBEHHO TEKYLLMUIA NIEUKO3, MPU KOTOPOM
OTMeYaloT ycuneHHoe obpasoBaHMe 3pUTPOLUTOB,
HENTPOMPUIBbHbLIX NENKOLUTOB U TPOMOOLIMTOB. ICTOYHUK
OrMyXx0neBoro pocTa - KreTka- npeumeCTBeHHmua
MMENOnoa3a. _ |




KaptuHa KkpoBH

1 YBENUYMBAKOTCH SpUTPOLUTBLI, HB, reMaToKpuT,
BA3KOCTb. CO3 —pe3Kko 3ameareHo.

1 B nocnepyrowem npucoeanHAaTcs NenKounTos,
HeUTpodunes, nHoraa 303nHodOUnNud, bazodounnua n
TpomMboUUnTO3.

1 B TepMmmnHanbHoM ctagun — aHeMus,
TPOMOOLMTONEHUS

1 B kKocTHOM MO3re - naHMuenos



Kiaunauka

Il1eToprmyecKu CHHIAPOM 0O0yCIIOBIICH
YBCIIMYCHHBIM COACPKAHUCM SPUTPOLHUTOB, HGﬁKOLII/ITOB
1 TPOMOOIIUTOB:

* U3 CyOBEKTUBHBIX CUHJIPOMOB (TOJIOBHYIO 00JIb, TOJIOBOKPYKEHHUE, HAPYILICHUE
3pE€HUS, CTCHOKapAUTUYECKUE 00U, KOXKHBIN 3Y/, OIIYIIIEHUE OHEMEHUS U
3510KOCTH KOHEYHOCTEN);

* CEpPACYHO-COCYIUCTHIX HAPYIIEHHUM (OKPACKH KOKHOTO ITOKPOBA U BUJIUMBIX
CJIM3UCTBIX 000JIOYEK IO TUITY 3PUTPOIMAHO03a, XaPAKTEPHOU OKPACKE CIU3UCTOM
000JIOUKH B MECTE Mepexoaa MITKoro Hé0a B TBepaoe (cumnrom Kynepmana),
AT, pa3Butuu TpoMO03a 1 PEKE - KPOBOTOUMBOCTH);

[ IBMEHEHUH JTa0OPATOPHBIX MTOKA3aTeyiel (0OTMEUAIOT YBEIIMYEHUE COJICPIKAHUS
reMOIJIOOMHA U SPUTPOLIMTOB, MOBBIIIEHUE TEMATOKPUTA U BA3KOCTH KPOBH,
YMEPEHHBIN JIEUKOIIUTO3 CO CABUIOM JICUKOIUTAPHON (DOPMYIIBI BIEBO,
TpoMOOLINTO3 U pe3koe 3ameienne COD)



Kianauka

MuenonposndpepaTruBHbIN CUHAPOM 00YCIIOBJICH
TUIEPILIA3UEN BCEX TPEX POCTKOB KPOBETBOPEHUA:

e CYObEKTUBHbLIE CUMNTOMbI (¢c1a00CTh, TOTJIMBOCTb,
ITIOBBIIIICHUC TCMIICPATYPhI TCJIA, 6OJII/I B KOCTAX, a TAKKC TAXKCCTD
ud 00JIb B JIEBOM IToapeOephe );

e CrinieHomMmerasinio (Ml/IeJ'IOl/I,EI,HaFI mMeTanna3smns + 3acTou
KPOBW);

* N3MEHEHUA NAabopaTopHbIX NOKa3aTenen (maHmuTos3, Yalle -
CO CJIBUT'OM JIEMKOLIUTapHOU (hOpMYJIbI BIEBO. I1pu

TPENaHOOMOIICHH OOHAPYKUBAIOT TPEXPOCTKOBYIO THUIIEPILIAZHIO
KOCTHOT'O MO3Ta).



OCHOBHbBIE reMaTonoruyecKue NPOABRNEHUA IPUTPEMUU
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JleueHue I puTpeMuu

1 B HayanbHOM cTagum MoryT 6biTb 9 EKTUBHBI
KpoBonyckaHuda —no 500 mn Yyepes3 AeHb 4o
CHMXeHunsa HB (150) n HT (42-47)

1 Mpn HeE3PMPEKTUBHOCTU KPOBOMYCKaAHUN,
COYETAHUN IPUTPEMUN C NTENKOLMTO3OM,
TPOMOOLMTO30M U CrifieEHOMEeranuemn — nokasaHbol
LMTOCTATUKN — rmapoKkcukapdammna rno 45 Mr/kr B
CYTKM B 2-3 npuema + nutepdoepoHa anbda
(nogkoxxHo B ao3e 3-5 mnH ME 3-7 pa3 B Hegento
ONNTENbHO, T.€. HE MEHEe roaa).



OcJ0oKkHeHu S

* COCYOANCTbIN TPOMOO3 (MO3roBbIX, KOPOHAPHBIX,
nepmnepnyecknx aptepun);

e reMmopparm4eckmm CMHAPOM (KpOBOTEYEHMUS Nocrne
ManblX onepaTuBHbIX BMeLLAaTeNbLCTB (Hanpumep,
nocne aKkcTpakuum 3yda), ns cocygon XKT un
remoppounaarnbHbIX Y3noB), 00YCNOBIIEHHbIN MNTOXOW
peTpakunen KpoBAHOIo CrycTtka Bcneacrame
N3MeHEHUA PYHKLMOHArbHbIX CBOUCTB TPOMOOLINTOB;

e 3HAOreHHas ypukeMusi U ypukosypus (scnegcresuve
NMOBbILLEHHOW r<MOenu KNeTok Ha AAepPHbIX NpeacTagusix
NX Co3peBaHust), MaHNDECTMPYIOLLME CUMMTOMAaMM
MoYeKkaMeHHOW 60ne3Hn u nogarpM4eckoro apTpumra.



XpOHMYECKUI HaHONATHYIECKUA MU e10hnopo3

YcuneHHaa nponudpepauns (pasmMHOXEHME) KNETOK
KOCcTHoro mo3sra (KM) c nocnegyowmm
nporpeccmpoBaHnemM B mnenodunbpos (dbonbpos
KOCTHOro Moa3ra)

YBenu4yeHune ceneseHKkn u nevyeHun c
NenkoapnUTpobnacTU4eckon KapTUHOU KPOBU SABMSIKOTCS

TUNMYHbIM anga MO (ycuneHmne BHEKOCTHOMO3IOBOIO
KPOBETBOPEHMUSA)

[MpooomKNTENBbHOCTL XXN3HM nauneHToB ¢ XM 3aBucut
OT cTagmmn 3adborneBaHnsa B MOMEHT NOCTaHOBKU
auarHosa, B cpegHem 3-7 net B ctagmn dondposa KM u
10-15 net 6e3 ndbposa KM



Kianauka

B HayanbHOM cTaguu 1/3 naymMeHToB Xanobd He NMeloT.
NMM® nogospeBatoT npu obHapyXeHun crnrieHoMeranmm

[ToBbILLEHME TPOMDOOLMTOB BHaYane 3aboneBaHus
MOXXET HarnoMuHaTb 3cceHumanbHy TPOMOOLMTONEHNIO

O6wasa cnabocTtb, HegomMmoraHue, ronosHas 6onb
CHmxXeHune Beca >10% B TEYEHUN 6 MECSLIEB
[ToBbILLEHWE TEMNEPATYPLI TENA

Ho4Hoe noTooTaeneHne 6e3 onpeneneHHbIX NPUYnH
Hecneundomnyeckme 6onm B XKUBOTE, B CycTaBax U T.[.

CeneseHka yBenuyeHa y 90% nauueHToB, nevyeHb y 50%
nauneHToB



Jlnarnos

[1na noctaHoOBKe AnarHosa HeobxoaMMO Hannyme Bcex 3-X
OCHOBHbIX U 2-X ManbIX KpUutepmnes

OcHoBHbIe (6onblune) Kputepumn

Beicokasa nponndepauns MerakapmoumnToB C Npu3Hakamm aTunmnm nioc
npusHaku Mmnenodmnbposa KOCTHOro Mo3ra

HeobxoanmMo UCKNYnTb Apyrue

Ob6HapyxeHne mytaummn JAK2 V617F unu apyrnx yHKUNOHANbHbIX
MyTauum, Hanpumep, MPL W515K/L. Ecnn myTaunm He obHapyXeHbl,
TOorga HeOBXoANUMO UCKNIYNTE Apyrne npudnHel pubdposa KM, Takue
Kak ayTOUMMYHHbIE UK XPOHUYECKNE BOocnanuTenbHble 3aboneBaHus,
a Takke onyxonw, IMMgomMbl N T.4.

Manble Kputepumu

JlenkoaputpobnactTnyeckasi KapTuHa KpoBU (3pUTpobnacTbl, HeE3penbIX
NenkoumToB, B Ma3Ke KpoBW)

YBenuyeHune nakratgerngporeHasol (J14I)

CnneHomeranus (yBeJ'II/I‘-IeHI/Ie Ccernes3eHKu)



UccaenoBanue KpoBH

HopmouuTtapHas aHemuns y 54% nauneHToB

KonunyecTtBo TpoMbOLMTOB 1 NENKOLMTOB NOBbLILLEHO B
HavYanbHown ctagumn XM n cHmxeHo B ctagum ondposa KM

YBenunyeHue nakratgerngporeHassl (JIAIN) y 52% nauneHToB

B mazke kposr OOHaAPYXXMBAKOT CMELLEHWE NENKOLNTAPHOM
dopmyrnbl B 1eBO 40 MMENOBNACTOB, a Takke apuTpobnacTbl

Tunuyneim ana XM asnaeTtca obHapyXeHne KannesngHou
doopMbIl 3pUTPOLIMTOB B Ma3ke Kposu (40 WwT. Ha 1000
apuUTpOLMTOB 1NK 3 n bonee B none 3peHust npu 400 KpaTHOM
yBenMyeHnm MMKpocKkona)
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Mopdronorusa knetok KM

[ Mnepkneto4yHbi KM ¢ npnsHakamm
rmnepnnasnm Bcex 3-X KNeToYHbIX MIMHUN B
Ha4vanbHou ctagun XM

[1pn3Hakn nponudpepaum rmraHTCKmX
MerakapuouunToB HabnoaarTcsa B MO3AHUX
cTaguns

dndpo3 KM pasnmnyHoOn CTENMEHU TAXKECTU
BMNMNOTb 4O OCTEOMUENIOCKepo3a



JledeHue

- CnuMmntomaTnyeckas Tepann4d

- B HEKOTOPbIX CJTy4HadX — aJiJ10oreHHas
TPaHCIJ1aHTaun4d CTBOJTIOBbIX KITETOK

- IHorga nHrmoutop JAK2, pykConmuTuHmG



[ emopparuueckas TpoMOOLUTEMHUS (XP.
MeTraKapHUOIUTapHBIN KO3 )

1 peaknn remobriactos, BO3HMKAKLWKWA HA YPOBHE
CTBOJTIOBOW KNETKU. 3aboneBaemMoCTb NPOsIBIIAETCSH
becrnpuiYnHHBIM TPOMOOLMTO30M , KPOBOTOYMBOCTbIO
nnn Tpombo3amu , HO MOXET NpoTeKaTb U
beccuMnTOMHO. 13-3a OTCYTCTBUA XapaKTEPHbIX
reHeTU4YeCKNUxX HapyLeHU, No3BONALLNX OTNNYUTD
OnyXoseByto (MOHOKNOHarbHY) nponndepauuto
MErakapmouuToB OT Dornee 4YacTon peakTUBHOW
(MONMKNOHanbHOW), UCTUHHAs pacnpPoCTPaHEHHOCTb
TPOMOOLIMTEMUN HEU3BECTHA



OCHOBHBIC XaPAKTEPUCTUKU

N I Y B

[MNepTpomMbOLIMTO30M B KPOBU, MHOTAA 3— 4 MIH B 1 MKJT
IlenkounTtosa, casura nenkouuTapHom qopmynbl BNeBO
CeneseHka 4Yalle HeCKOSbKO yBernunyeHa

C ogHOW CTOPOHLI, NOBbILLEHHOW HAKITOHHOCTbIO K
Tpombo3am 1 B pesyrbrare 4YaCcTbiIMU CyXUMMU
OTMUPAHUAMU KOHLEBbLIX doanaHr nanbLeBs CTOM, C APYyrou
— HaKINMOHHOCTbLIO K KPOBOTOYMBOCTU N KPOBOMOATEKAM

XPOHUYECKMIN MerakapuounTapHbI Nenkos Tpebyet
reyeHns B cny4yae yrnopHou aputpomenanrmm m
HaKIOHHOCTU K TpoMbo3am. [Npn 3ToM Ha3Ha4aroT
aesarperaHTbl, renapuH n HebonbLne Ao3bl MMENocaHa
nnn mnenoodbpomorna



XPOHHYECCKHUM JTUMPOIECNKO3

XpoHun4yeckmum numdponenkos — B- KreTo4Hoe
numdonponudepaTnBHoe HeonnacTuiyeckoe 3aborieBaHme,

XapakTtepuayrlLleecs nponudpepaumen n yBernmyeHmem B
nepugepmnveckon KpoBu KONMYeCTBa 3perbIX

numdoumnToB Ha doHe NumdrounUTapHOU MHPUNBTPaALUK
KOCTHOIo Mo3ra, nuM@aTn4YeCcKnx y3noB, Cene3eHKn n apyrmx

opraHoB. KneTo4HbIn cybcTpaT XpOHUYECKOro nuMdgonenkosa
npeacTtaBrieH MOpP-PofIorM4eckn 3penbiMm numounTamm, B
ocHoBHOM B-nonynsaunen (okono 30%) 1 3Ha4nUTeNbHO pexe

— T-numdoountamm (okono 70%).



[TogobHbIe nMdounTbl PYHKLUMOHANLHO
HEMNOJTHOLEHHbI, YTO BblpaXaeTcd B HapyLleHUH
doyHKLMN UMMYHHOUW CUCTEMbI, MOBbILLEHHOW
CKNMOHHOCTW K ayTOUMMYHHbIM peakUnUam U
MHMPEKLNOHHO-CENTUYECKNM 3a005IEBAHUNAM.

"
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PacripocTpaHeHHOCTD

1 XJUJ1-ogHa n3 camblix YacTbIX pa3HOBUOHOCTEN
newnko3oB (30% Bcex cny4yaes). B 95% cny4vaes XJ1J1
nmeeT B-kneTto4yHoe nponucxoxageHme n Tonbko B 5%
cnydaes - T-kneto4dHoe. XJ1J1 HMKorga He BO3HUKAET Y
neten, 6onbLUMHCTBO BOMNbHbLIX - NOXUIble NMau.
Okono 70% 13 HMx 3aboneBatoT B Bo3pacTte 50-70 nerT,
cpeaHnn Bo3pacT 3aboneBinx - 55 net. MeHee 10%
nauueHToB 3abosieBatoT B Bo3pacte mnagiue 40 ner.
My>X4MHbI OOSEIOT B 2 pa3sa Yalle KEHLLMH.
CyLuecTByeT HacneacTBEHHO-KOHCTUTY L MOHAaIbHas
nNpeapacnonoXeHHOCTb K 3aboneBaHuto



ITHOJIOT NS

* BupycHasa nHdpekunsa (OnwrtenH-bappa)

« XpOMOCOMHbIE aHOManun B obnactn 12, 13, 14-n
XPOMOCOM.

« Camag yacTtas doopma rfiermkosa y KpOBHbIX
POACTBEHHUKOB, KaK Mo ropn3oHTarnbHON, Tak u
BEPTMKANbHOW NTUHUM.

» YacTtoTa passutusa XJ1J1 B cembe, rge ectb O0nbHbIE C
XJ11 B 30 pas BhiLLe.

* Bo BTOpOM nokosrieHnmn 6onesHb pa3BnBaETCS B
oonee

paHHEM BO3pPacCTeE N TEeYET bonee alrpecCmnBHO.



IIaTorenes

e OTCYTCTBYIOT MPU3HAKM OMyXONeBOn Nporpeccum
(GrnacTHbIN KpU3 04EHDb PEKO BO3HMKAET B TEPMUHANbHOW

case);

* HET BbIPaXXEHHOro MOPMONOrM4eckoro atunmama
OMNYXOreBbIX KNETOK UMW OH KparHe peaokK npu
BONIOCATOKNETOYHOM NIMMMONEenKo3e, NpoTeKkaoLem
3110Ka4Y€CTBEHHO;

® OTCYTCTBYHOT XPOMOCOMHbIE HAapPYLUEHUA -
LNTOreHETN4ECKNN KpUTEPNN 3110Ka4eCTBEHHOCTN,

e OTCYTCTBYET CBSI3b C MyTareHHbIMU dhakTopamu (B
4YaCTHOCTW, C MIOHU3NPYIOLLEN paguaunen);

e bonesHb Pa3BNBAETCA B ornpenerieHHblIX 3THNYECKNX
rpynnax mn Xxapaktepudyetcd HacnegcrBeHHO-
KOHCTUTYUMNOHalribHOWM npegpacrioJyioxckeHHOCTbIO,

e BO3HMKAKOT paccTponcTBa UMMYHUTETA (F'yMOpanbHOro v
KIeToO4HOoro).



Kanaccudpukanusa XJIJI (mo K.R. Rai, 1975)

e 0 - abcontoTHbIN NMMdoLMTO3 Be3 BUAMMOIO
yBenmyeHmns numaatnyeckmnx y3nos (HU3KNN PUCK);

e | - abCONOTHLIN NIMMAOLNTO3 N YBENUYEHNE
nuMmdaTrndecknx xxenea (NPoMeXxXyToyHaa kateropus
pucKa);

e || - aBCONOTHLIN NMIMMAOLNTO3 N YBENUYEHNE MEYEHM
n (Mnun) ceneseHkn ¢ numdageHonaTnen nnm 6es Hee
(NpomMeXXyTo4YHas CTeNeHb PpUCKa);

e [II - abcontoTHbIM NMMAOLNTO3 N aHEMUS (reMOrnobuH
MeHee 119 r/n) c yBennyeHnem nmmaaTtnyeckmx y3nos,
neyYyeHn n (Unn) cerneseHkn (BbICOKNM PUCK) nnmn des
Hero;

e |V - abCcontoTHbIN NIMM@POLNTO3 U TPOMOOLIUTONEHUSA C
yBenunyeHnem numgaTnyeckmx y3nos, Ne4eHn n (Unm)
Cenes3eHKn (BbICOKUMN pUCK) nnn 6e3 Hero



Kanaccupurkamus XJIJI (nmo J.L. Binet,
1977)

Cragusa :

‘A(BblXnBaemocTb > |0 neT) JlumdouymnTtos +
BOBre4YeHne meHee 3 nonen nMMdomngHon TKaHu
(0QHO- NN ABYXCTOPOHHEE)

-B(BbknBaemocTb 5 net) BosneyeHue 6onee 3

nonen NMMMONOHON TKaHW + renaTto- Unu
cnneHomeranus

-C(BbXnBaemocTb 2 roga) [lpouecc
XapakTepusyetcs aHeMUeun n (Unu)
TpomMboLUnTONEHNEN



B 3aBHCHMMOCTH OT KIMHAYECKOH KAPTHHDI

e onyxoneBbIN - nepudepunyeckne numdaTnyeckme yanbl pesko
yBENNYEHbI, NNOTHbIE, ManonoaBWXHbIe, PE3KO BbICTYNaloT Hag
NMOBEPXHOCTbLIO KOXKHOIO NMOKPOBA;

* Cerie3eHOYHbIN - B KITMHNYECKOU KapTUHE OOMUHNPYET
3HaunTenbHoe yBennyeHue ceneseHkn, He ceomcteeHHoe XJ1J1;

e KOCTHOMO3roBOM - BCe n3aMeHeHus (MmmdonaHas
rmnepnnasus) nokanm3oBaHbl B KOCTHOM MO3re,
nnmMmdageHonaTmsa 1 cnieHoMeranus NPakTUYEeCKU He BblpaXeHa;

e nponumMmdouUTapHbIU - B KPOBM NpeobnagatoT
nponnMmoumnThbl;

e BOJZIOCATOKIIETOUYHbLIU - NP MUKPOCKOMNYECKOM
nccrnenoBaHUM onpeaenstoT TIMMGOLUTLI C OTPOCTKaMU
npoTonnasmMbl B BUAE HATEN («BOSIOC»)

o XJ1J1 c nopaxeHunem Koxu - bopma Cesapu, xapaktepusyeTtcd
nopaeHNeMm KOXM, KOXXHbIM 3y0M, MNOsABNEHNEM NnoKanbHbIX
nuMmdpaTUyecknx MHPUNLTPATOB No4 SNUAEepPMUCOM



Kiaunauka

e JlnmdonponudcepaTnBHbIU, OOYCNOBIIEHHbIN
numdpageHonaruen, cnineHomeranmen n nMMdongHou
nponudpepaymen KOCTHOro Mo3sra:

- 0bLKMe cuMnToMbl, 0OYCNOBIIEHHbIE MHTOKCUKALMEN U
nponudpepauymen NENKO3HbIX KNETOK B KOCTHOM MO3re 1
cereseHke (KOXHbIW 3y, nuxopanaka, noTnMBoCTb, bonu B
KOCTAX, cene3eHKe U nevyeHun);

- YBENMNYEHNE CENE3EHKN U NEYEHU;
- NeNKeMNYecKmne MHPUNLTPaTLI B KOXe (rienkemMuabl);

- CUMNTOMbI, CBA3aHHbIE C YBEIIMYeHUEeM permoHapHbIX
nMMdaTnYeCcKnx y3rnos (MegmacTUHarbHbIX,
Me3eHTepuanbHbIX);

- XapaKkTepHble UBMEHEHUA B KOCTHOM MO3re v
nepudepnyeckon KpoBu (aHeEMUSA, TPOMOOLIMTONEHNS)



Kianauka

e CUHOPOM OCIIOXXHEHUMN:
- THOMHO-BOCMaNUTENbHbIX;

- aYyTOUMMYHHBIX (ayTOUMMYHHasi reMofnmTnyeckas
aHemus). PasnnyHaga BblpaXeHHOCTb CUHOPOMOB Ha
TEX UIN UHbIX CTaansAX 00Ne3HN U BapmnaHT TEYEHUS
XIJ1 onpenenstoT pasHoOOOpa3Hyo KIMHUYECKYHO
KapTUHY



Jlnarnocruka

B obLwiem aHanuse KpoBU:

« koninyecTBo nenkoumToB oT 50x10e/1m Ao 100 x 10¢/n
n

naxe 200x109/n;

* pes3koe yBennyeHne KkonuyecTasa NimmMgoLmToB A0
100

X 10¢/n1 nnn go 80-90% B nenkountTapHou doopmyrie;
* KNeTkn boTknHa-I'ymnpexta—- nonypaspyLleHHble
aapa NMMJQOLUTOB;

* HOPMOXPOMHas HopmouyumapHas aHeMusi

* TPOMOOLNTOMNEHUS;

* ygernudyeHue CO3;



XpoHU4YeCKUN NUMconenkos

JlerkounTbl lOHble | 303 | 0Oas n/s c/a n/g MOH
(4-9"10°n) | (0% ) | (1-5) | (0-1) | (1-6) | (47-72) | (19-37) | (2-8)
88,2 2 16 81 1




[TpmepHo y 50% O6onbHbIx XI1J1
oDOHapyXnBaeTcs

HOPMOXPOMHasi HopmouumapHasi aHeMusl.

ITNoNorua:

* fIeKo3Hast MHPUIBTPaLMS KOCTHOro Moara (00bIYHO
pa3BuBaeTcsa Yepes3 3-7 NeT oT Havyana 3abosfieBaHns);

* NosIBNeHne aHTuten knacca lgG kK aputpountam
(ayTOMMMYHHada reMoniMTuyeckaa aHemMmus).
[emMonnTnyeckasd aHeMnsi ConpoBOXOaEeTCA
HEKOHBIOIMPOBaAHHOW rMnepbunnupybnHemmen u
PETUKYNOLMUTO30M,;

* NOBbILLUEHHOE pa3pyLUEHNE SPUTPOLIUTOB B CENE3EHKE;



Jlmarnocruka

2) bnoxmmmnyecknin aHanma KpoBu:

onpenerneHne cogepxaHuns bernka, 0enkoBbIX
bpakuui,
bunupybuHa, ammHoTpaHcdepas, LWeno4YHOU

doocarasbl, rMoKo3a, XKenesa, KpeaTuHUHA,
MOYEBUHDbI.

3) NMmMmyHOonorn4yeckmm aHanmsa KpoBM:

onpegeneHue Kkonuyectsa B- n T-numdoumnTos,
cybnonynaumn T-numdounToB, UMMYHOINOBYMHOB,
peBMaTonaHOro paktopa, LMPKYNMpYyoLWnux UMMYHHbIX
KOMMJIEKCOB.



JIlnarnocruka

4) UmmyHopeHoTMNMpoBaHue numgountos!!!! —

BeAYLLUWA METO AMarHoCTUKa — onpeaeneHne —
CD-

KNnacTepoB Ha MOBEPXHOCTU NTMMMPOLINTOB

(NnMMdoounTo3 0bycnoBreH MOHOKIOHasbHbIMU B-

KNeTkamMuy C NOBEPXHOCTHLIMWU aHTUreHamm CD19,
CD23)



CrepHajbHasi NYHKIMA

- BblpakeHHasa numdongHaga MHpUNsTpaums.

INnmdoounTtel coctaBnatoT bonee 30% (nHorga 50-60% w
Oaxe bonblue) oT obLlero KonmyecTea
MMESTIOKapUOLINTOB.

- 3HaYMTeNbHOE YMEHbLLEHNE KONNYecTBa KIeTok
rpaHynoumMTapHoro psaa.



JledeHue

* PEKUM
* [UTOCTATUYECKAs TepaIus

e JIc4cOHBIN TUM@ouHTOPEpe3
e IydeBas TCpaIus

* CINICHAKTOMMUS

« ['KC

¢ JICHCHUC I/IHqJCKI_[I/IOHHI)IX OCJIOKHCHUU



IlokazaHuA K IUTOCTATUYECKOU TEPAIUHU

1) NosiBNeHne CMMNTOMOB MHTOKCUKaLIUK;

2) NoaBneHne aHeMnn Nnn TPOMOOLIMTONEHNU;
3) HapacTtaHue numdoageHonatum, renarto-,
crrieHoMeranuu;

4) YoBOoeHMe abCcornTHOro KofimyecTaa
NMMA@OLNTOB 3a

12 mecsues.
5) JlumdpounTtos kocTHOro moara 6onee 80%;
6) Ctagmsa C no Binet.




CoBpemMeHHbIe moaxoabl K Tepanuu XJ1J1

* Putykcumab (Mabtepa) -
MOHOKIIOHarIbHOE aHTUTENO K aHTUTEHY
CD 20.

Bbi3biBaeT:
- anonTo3 B KNeTKkax NIMM@OoMbl 1 HOpManbHbIX

nuMmdoounTax, KoTopble akcnpeccupyrot aHtureH CD
20.

- obnagaeT cuHepruyecknmM B3anMoaencTBMeM Kak ¢
XnMuonpenapaTtamu, Tak 1 roKOKOpTUKOunaaMu,

- obecne4ymBaeT ceHcubunusauuto
XUMNOPE3NCTEHTHbIX

KNeTOYHbIX TMHUN



MexaHu3m gencteua MabdbTepbl

OnyxoneBaa KINeTKa

CcD 20\

> MabTtepa
KneTkn MMMYHHO cUCTEMBI
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* [lpyHUMNManbHOE OTNINYME OT NpenapaToB
XmMuoTepanum — nadbuparenbHoe NoBpexaeHme
TOSbKO KIETOK-MULLEHEN NPU MUHMMATIbHOM
HEeraTMBHOM BITUSAHUW HA HOPMaribHble TKaHMW.

* [1lo cTpykType MabTepa oTHOCUTCA K
MMMYHOrTI00ynnHy knacca G1;

* B cpegHeM nocrie oKoOH4YaHus nevyeHuns npenapar
onpegenseTrcda B opraHname Oo 4-6 Mec;

* [lepen Ha4yanom Tepanun NPoBOANUTCS
npemeaunkauma: 1 r napauetamona BHyTpb 3a 30 MUH
00 nHdysum n 20-40 mr gumegpona B/B
HenocpeacTBEHHO nepe BBeAEHUEM.



