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XpoHun4vyeckuu nnmdonenkos — B- kneto4yHoe
numaonponudepaTnBHOE HeoNacTu4eckoe
3aboneBaHue, xapaKkrepusyruLleecs
nponudepaunen n ysenm4eHmem B
nepugepnyeckon KpoBu KonnyecTea 3penbix
NMMdoUNTOB Ha POHEe NMMdoLnTapHOU
MHAOUNBTPAaLMN KOCTHOIO Mo3ra, numdpaTtnyecknx
Y3Ir0B, CeNne3eHKn N gpyrnx opraHos.

KneToyHbIn cybCcTpaT XpOHUYECKOro NuMgonenkosa
npeacraeneH Mop@osrornyeckn 3penbimm numdountammn, B
ocHoBHOM B-nonynsaunen (okono 30%) 1 3Ha4unuTenbHO pexe
— T-numdouutamm (okono 70%).



IdnuaemMuonorus

XpoHuyecknm numdgonenkos (XJ1J1) — cambin

yacTbiN BUA NNIENKO30B Y B3POCHbIX.

B eBponenckmnx ctpaHax ero 4Yactota CoCcTaBIisieT
4:100 000 B rog n HenocpeaCTBEHHO CBA3aHa C
BOo3pacToM. Y nuu ctapwe 80 net oHa

coctasnget >30:100 000 B rop.



MepagnaHa BO3paCTa Ha MOMEHT YCTaHOBJ1EHUA

anarHosa B eBPOMNENCKNX cTpaHax — 69 ner.

B Poccumnckon ®enepaunmn XJJ1 Boigsnserca
pexe n MmeanaHa Bo3pacta Ha MOMEHT
YCTaHOBNEHNSA AMarHo3a cocTaBnsaeT 62 roaa,

copa3MepHO MeHbLLUEN MPOoaOITKUTENbHOCTH

XNU3HN POCCUAH.



dTuonorus

BupycHasa nHekums (dnwtenH-bappa)

XpOMOCOMHbIE aHOManuu B obnactn 12, 13, 14-u
XPOMOCOM.

Camas 4yacTtaa oopma nemnkosa y KpoBHbIX
POACTBEHHUKOB, KaK NO ropn3oHTanbHOW, Tak u
BEpPTMKaNbHOWN NTUHUN.

UacTtoTa passutua XJ1J1 B cembe, rae ectb OOMbHbIE C
XJ1J1 B 30 pas BhiLLe.

Bo BTOpOM rnokorieHnn 6onesHb pasBuBaeTcs B bonee
paHHEM BO3pacTe 1 Te4yeT bornee arpeccmBHO.



HavyanbHbIV nepuon

yBernimyeHme numdaTnveckux ysros,
nevkouuTos
numogoumnTos;

OCHOBHbIMM KpumepusiMu Ha4asibHO20 rnepuooda XpOHNYECKOro
numdconenkosa ABNAIOTCA:

He3Ha4YuTeNnbHOEe UM YMEPEHHOEe yBeNn4YeHne HeCKONbKNX
numdaTU4ecKkux y3noB ogHOM Unu AByX rpynn;

nenKoumnTo3, He npesbiwatowmin 50 x 10%/n;

OTCYTCTBME TEHAEHLUUU K 3HAYUTESIbHOMY YBEeNTMYEHUIO
nevkouuTos

vyaoBnersBopuTtesibHoe COCTtosAsHUe GonbHOro, oTCyTCTBUE

HapyLweHusa (pyHKUUN apyrux opraHoB U cuctem (CocTtosiHme
KOMMeHcauumn).



[Mepuon BbipaXeHHbIX KITUHUYECKUX
NnposABrIeHUN

CVIH,D,pOM MHTOKCUKaLU U,

NMporpeccupyrowan numdoageHonaTnsa (kak
rposierieHuUe aurnepriacmu4yecKko2o cuHopoma)

[TapannenbHoe yBenmnyeHne nevyeHn n ceneseHku;
NHpuneTpauns scex otaenos n opraHoB XKT;
NHpuneTpaumsa nerkux;

NHpuneTpaumns scex otaenos HEPBHOW CUCTEMDI;
NHpuneTpaums nposoasLlen cnctemMbl cepaua;

[lon NopraHHasda HeaoCTaTO4YHOCTb



KnuHuka (06bekTuHo) XJJ1

e CnneHomMernauvsa v runepcnrieHn3m —
aHeMUA U TPOMOOLUTONEHUS;

* NlHdpunbTpaumua Bcex opraHoB U CUCTEM C
pa3BUTUEM CHUXEeHUA UX PyHKUNN

- XKT (a3BbI, gucnencusa, manbabcopouus,

- H(bunbTpauma nerkux (MnHeemoHuu, 1H no
PECTPUKTUBHOMY TUMY, O4YEeHb YacCTble

BocCnaJsimtTelrnbHble npouecc Ha NoooMm YPOBHM,



‘[enatomeranusa (cMHAgpoma nopTasribHOW
MNEePTEH3NN U XONECTAaTUYECKOWN XKENTYXN)




Mepuop BbipaKeHHbIX KIMMHNYECKUX NPOSiBNEeHNN

B obWemM aHanu3e KpoBMU:

KONMM4ecTBO nemkouuToB oT 50x10°/n oo 100 x 10°/n m
naxe 200x10%/n;

pe3koe yBenun4yeHue konudectsa numcounton Ao 100
x 10°%/n vunu o 80-90% B nenkouuTapHomn dpopmyne;

Knetku boTtkuHa-I'ymnpexta—- nonypaspyLlleHHble
aapa numdgpounToB;

HOPMOXPOMHasi HOpMouumapHasi aHeMus

TPOMOOLUTONEHUS;
yeenu4yeHue COJ;



NokaszaTenu nenkoumtapHou hopmynbl

XpoHun4yeckun numdonenkos

JTenkounTbl loHble | 903 | Oa3s n/s c/qa n/d MOH
(4-9*10%n) | (0% ) | (1-5) | (0-1) | (1-6) | (47-72) | (19-37) | (2-8)
88,2 2 16 81 1




[TpnmepHo y 50% BonbHbIX XJ1J1 0bHapyXnBaeTcs
HOPMOXPOMHas HopmouyumapHasi aHeMUsi.

OTNONOrng:

* enKo3Had MHUNLTPaLUUsa KOCTHOro Mo3ara (00bIYHO
pa3BunBaeTcs Yepes 3-7 neT oT Havyana 3abonesaHus);

* nosiBrieHne aHTuten knacca lgG kK aputpouutam
(ayTOMMMYHHasa reMmonuTuyeckasl aHemMusl).
[emonmTnyeckas aHeMUs1 CONMpPoOBOXOaETCS
HEKOHBIOrMPOBAHHOW rMNepounnupybnHemmnen n
PETUKYITOLINTO30M,;

* MOBbILLUEHHOE pa3pyLleHne IPUTPOLINTOB B CEMNE3EHKE;



AYTOMMMYHHbIE OCNTOXXHEHUSA

* IMMyHHas TpoMbOoUMTONEHUS;
* IMMYyHHaAa HENTPONEHUS;

* [lapaHeonnactuyeckas nys3blpyaTKa;



TepMuHanbHaa ctagus

PE3KMM MPOrpeccmpyroLLMm yxyaleHmem obuero
COCTOSIHUS;

NCTOLLEHME;
Bblpa)XeHHasi UHTOKCUKaLUS;
NOCTOSAHHAs NUXopaaka;

TAXenbI MHPEKLUMOHHO-BOCNANMUTESNbHbIE MPOLIECCHI C
nokanusauveun B pasnmnyHbIX opraHax u cuctemax.
(Taxkenaa reHepanu3oBaHHasa MHAEKUUS,
NMHEBMOKOKKOBaA, CTadOUITOKOKKOBas, CTPENTOKOKKOBaS
NMHEBMOHUA, repnetTnyeckasa MHekumsa n ap).

TAXelad novyeyHad HegoCtTaTO4YHOCTDb,

BblpaXXeHHaA aHEMUA,



Cucmema KnuHuU4YecKux cmadul XpoHU4YeckKo20 siumgporsetikosa no Binet

(1989)
Cragus KinnHanyeckasi XapakTepucTuKa Cpenunss
MPOAOJIKUTEb
HOCTb KU3HH,
Mec
Jlum@pouuTo3 B KpoBU M KOCTHOM MO3re >120
Hb>100 r/n; koau4ecTBO TPOMOOUUTOB KPOBU
A >100x 10°/n
Omnpenensiemoe NanbJaTOPHO yBeJUYeHH e
JUM(pOUTHON TKAHU MeHee Yem 8 3 0dracmax.
Jlum@pouuTo3 B KpoBU M KOCTHOM MO3re 61
Hb=100 r/a; koJu4ecTBO TPOMOOUMTOB KPOBH
B >100x 10°/n
Omnpenensiemoe NANbJIATOPHO yBeJIUYeHHu e
JUM(pOUIHOMN TKAHU ¢ 3 00acmax u donee.
Jlum@pouuTo3 B KpoBU M KOCTHOM MO3re 32
Hb<100 r/in; koam4ecTBO TPOMOOUMTOB KPOBH
C <100x 10°/n

J1000e Konuuecmeo ooracmeii, B KOTOPbIX
NAJbIUPYETCH YBeJUYeHHAsA JUMGOUIHAS TKAHD.
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OunarHocTuka

OAK + neunkounTtapHasi dopmyrna:

HopMoxpomMHasa HopMoLUTapHas aHEMUS
TpombouunToneHus

JlenkouunTo3 3a cyeT nMmdouunTosa
Knetkn botkuHa -['ybpexTta

YBenunyeHne CO3



[MokasaTenu nenkountapHou opmynbi

Ocmpbil neuko3

JlevkounTbl | OHbIE | 203 6as n/s cl/a n/d MOH
(4-9*10%n) | (0%) | (1-5) | (0-1) | (1-6) | (47-72) | (19-37) | (2-8)
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XpoHUYeckun nuMmdoonemnkKos

NlevkounTbl | OHbIE | 203 | Oa3 n/s cl/a n/d MOH
(4-9*10°n) | (0%) | (1-5) | (0-1) | (1-6) |(47-72)| (19-37) | (2-8)

23,2 1 - 10 21 2




OCHOBHOW OMArHOCTUYECKUN KPUTEPUN —

abcosnoTHOE KonMn4ecTBo NMMdoumnToB — boree
5*10°/n
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HEMATOLOGY Final Patient R E P OR T 26~07-13 11:10

ﬁZZjﬂ' 4 RACK & POS.
/

'NAME: ;- SAMPLE 1ID:

TEST RESULT ABN . NORMALS UNITS
WBC 79 ( 4 -+ - 9 )  10e9/L
.RBC 5.74 ( 3.9 - 5.0 ¥ 10e32/L
' HGB : 79 ( 120 =~ 160 ) g/L
HCT " 30.4 ( 36 - 48 y.oo %
- MCV o 53,1 ( BO , .~ B8 e BN
~ MCH - 13.8 & B8] . &3l -
- MCHC L 260 ( 300 =~ 380 .} ‘g/L
- -CHCM . 264 (-300 .-"380 ) g/L
cH 13.8 (. - ) - pg
. RDW i 20.9 X -12:0 -~ 25:5 y & .
_HDW oy ‘34.2 t 22 - 32 ). g/L .
LT 333 ( 150 -~ 400 ) 10e%/L
MPV' 8.3 (72 = 3}.% ) . EL
$NEUT 27.9 (48 - 78 .- ) %
$LYMPH i 60.2 (19 - 37 ) %
$MONO 6.1 : (.3: " ~-11 ) 0%
SEOS | . 2.1 ;L 0.8 ~ 5 ) 8
$BASO . 0.8 ( 0 = 3 ) 0%
SLUC T s 3.0 (o -~ 4 ) - %
_$NRBC R 2 2 "
#NEUT 2.0 ( 2,04 - 5.8 ) 10e9%/L
#LYMPH . 4.2 il 1e@ e ¥ 0 ) 10e9/L
.- #MONO: . 0.4 “( 0.09 - 0.6 ) 10e9/L
C: #BOS 7. 0.1 (=Q.02"= 0:3 ) 10eS/L
.- #BASO 0.1 (-0, -~.0.065 3} 10e%/L
- #LUC . 0.2 {0 - 0.4 )} 10e9/L
#NRBC * Kk d ok Kk ' ; : y frsiant A ;
$RETIC ~ 1.88 { 0.5 = 2.5 "7 %
#RETIC 1077, ( 22 "= 139 "".3 .. 10e9/L
MCVr . iy . B&LT . f XOFTLTs 119 a7 UEL
CHCMr, . © 2685, ( 230 - 290 .. g/L
CHr ; 17.2° ({ 25 - 30 ;..) pg9
ANISO . ++
MICRO = . . +++
HC~VAR = +
HYPO:, +4+

RBCE i
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ANEUT ‘ 0 2,04 - 5.8  10e9/L
HLYMPH. 4.2 .(1.27=3 7} 10e9%/L
#MONO. . 0.4 C(0.09 - 0.6 . ) 10e9/L
#EOS - 0.1 (0.02 - 0. 10e9/L

#BASO 0.1 (0 ~.0.06% ) 10e9/L

$LUC L 0.2 (0 T 0.4 ) 10e9/L
#NRBC s R g e BERERE S



Kputepuun auarHosa (1)

* JlumdouutapHaa numdoma/XpoHU4eCKNn NMMAonenKkos
XapaKkTepusyetcsa rereporeHHoun akcnpeccuen CD20,
koakcnpeccueun CDS, CD23, CD43- DT

* [NaBHbIM UNTOrEHETUYECKUM MapKepom,
HenocpeaCcTBEHHO BAUAKOLMM Ha BbIOOP Tepanuu,
apnserca geneuua 17p. PekomeHayeTca npoBoAUTb
CKPUHUWHT Ha aeneunto 17p y Bcex BOSTbHbIX, UMEKOLLINX
NoKasaHus K Hadasny tepanun.- LMTOreHeTuka.




Kputepuu anarHosa (2)

 [1na noCcTaHOBKM OMarHo3a XpPOHUYECKOro
numdoonenkosa TpebyeTcs aHann3 Kposu n
MMMYHO(eHOTUNNYeCcKoe nccnengoBaHue.

 [lnarHo3 ycTaHaBnMBaeTCs Npu BbIABIEHUN
o6onee 5000 knoHanbHbIX B-numdouutoB B 1
MK nepudepnvecKkon KpoBM.



[narHocTuka

UMmmyHodeHoTUNUpOBaHMe numcouuntoB!!!! — Beaywmm
MeTon AMarHoctTuka — onpepneneHue — CD- knacTtepoB
Ha NOBepPXHOCTU NUM(POLNTOB.

- MiccnepoBaHue KpoBU MNK APYrnxX XUOKnx cpen (IMKBop) —
METOAOM MPOTOYHOWU LUMTONIOOPUMETPUN,

- ViccnegoBaHne KOCTHOrO Mo3ra, nnmMmdpaTMyeckoro ysna -
METOA0M UMMYHOMMCTOXUMNU

9T metodbl andanarHoctmkn XJ1J1 ot gpyrux
numdonponugepaTnBHbiX 3aborieBaHNN.



UMmmMmyHOeHOTUNMpPOBaHUE NMMpoOLNTOB

NMpoto4yHasn LHUTOMETPUA

Cy6nonynauuum numcpoLunToB
nepudepmn4eckoun KpoOBH1




CyoTunbl nMMdoLnTOB

B-NMUM®OLINTI T JIMMOOLUNTDI

® CD3
®

® CD3
® (

KneTtku xennepbl LuToTOoKCHYeckue
h
[NomoratoT B-Jlumdouutam NIRRT
oTBeYaTb Ha CUrHarn OTBEeTCTBEHHbI 3a
[MomoratoT LUTOTOKCUYECKUM YHUHTOXEHNE
; nuMdounTaM YHUYTOXaTh MHPUUMPOBAHHLIX U
Carpaiisl an AT

NHUUNPOBAHHbIE onyxorneBblX KINEeTOoK
KNeTkm ‘

K=,,§H

MYMOPATbHbI UMMYHUTET KINETOMREM UMMYEHATET
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KnnHnyeckoe 3HavyeHue ppakumm nenkouuton (1)

| B-num$oynTh!

[ <5000/mKn ] [ >5000/mkn

( )
Jumdaienonarus, l

CriieHOMerajaud, UHTOMNEeHHH, X/l

UHUALTPATHRHLIC WK
HMMYHHBI€E

= |

JTnamdpoma U3 MannIx
JTUMPOLUTOB

MoHOKJIOHANBHBINA B-

HET L ECTb
KJIETOYHbIHX numboum*os




Muaz2HOCMUKa

- buoxmmumuyeckmm aHanus KpoBM:

oripederieHue cooepkaHusi berika, berikosbix hpakyud,

bunupybuHa, amuHompaHcgepas, wero4yHou gpocghamassl,
JIAT, xxene3a, KpeamuHUHa, MO4Y€8UHHI.

-  UAMmMyHONorn4yeckum aHanu3s KpoBu:. peakums Kymbca
(ONA NCKIIYEHNA reMonnsa)

- CrtepHarnbHas nyHKUmMA.

- TpenaHobuncus (No NokasaHUsaM, B pedKux crny4dasx).



LInToreHeTn4yecknin aHanna KreTok KpoBu U
KOCTHOro Mo3ra.

buoncua nepundgepunyecknx NMM@Oy3nos C
npoBedeHNeEM LIMTONOMMYECKOro
nccnegosanHmna n Al XA.

PeHTreHorpadoua n Tomorpadusa nerkmx gns
BbiABNEHNA YBENMUYEHHbLIX BHYTPUTPYAHbIX
NMMQOY3roB.

Y3W opraHoB 6ptOLLIHON NOSTOCTU U NMOYEK.

KT opraHoB OptoLLHOM MNOMNOCTMW.



e CTepHanbHasg NyHKUUA:

- BbipaxkeHHaa numdounagHas MHpUnsTpaumus.
NumdounTl coctasnsaT bonee 30% (nHoraa
50-60% wn gaxke bonblue) OT 0bLEro Konn4yecTea
MWNENOKapuoLunTOB.

- 3HauynTeNbHOE YMEHbLUEHNE KONMYECTBa KNEeToK
rpaHynoumMTapHoro psaa.






Benoyuive Kpurepuu amarHosa

* Bo3pacTt ctaplue 55-60 ner;
* YBenun4yeHue 1/ y3noB CBEPXY —BHU3;
 JlenkounTos, NMMAOLINTOS;

* OnpepgenéeHHbin Habop CD- peuenTopos;



TpeboBaHusa K chopMynupoBKe AnarHo3a

Ctaausa no knaccndpukauum Binet ykasbiBaeTca Ha
TEKYLLUN MOMEHT.

2. YKasaHue Ha Hanu4me BbICOKOro pucka (Hanuyue
geneunn 17p, mytaunm TP33).

3. WHdopmauua o npefllecTsytollen Tepanum

4. ®a3a: 6e3 nokasaHun K Tepannun, PEMNCCUs, paHHNN
peunans, NO3OHUN peunans (NepBbiv, BTOPOWU, N-HbIN),
nporpeccupoBaHmne

5. OcnoxHeHunsd



[MpumMmep hopmMmynupoBKu auarHo3sa

XIJ1, ctagua A, 6e3 nokasaHum K Tepanuu.

XJ1J1, ctagna B, maccuBHaa aboommHanbHas
nuMmdpageHonaTtus, BbICOKUN PUCK.

XIJ1, ctagua B, coctoaHme nocne 6 kypcoB FC, pemuccus.

XJJ1, ctagmna A, cocTosiHue nocne Tepanuu xrnopaméyumrnom,
NporpeccmpoBaHue.

XIJ1, ctagua C, ayTouMMyHHas remonmntmndeckas aHemums |l
CTENeHn TAXEeCTH.

XIJ1, ctagua C, coctosHue nocne 5 kypcos FCR, 6 kypcos
R-CHOP, moHOoTEpanuu anemtysymabom, TpeTuin peunams.
Acneprunnes nerkux.



INleyeHue

PEKAM

IIUTOCTATIYECKAA TepaIlus
A€YeOHBIN AnM@orTodepes
Ay9eBas TepaIrus
CIIACHOKTOMUSA

['KC

ACUCHUE HHqi)eKL[HOHHbIX OCAOKHECHUU



TakTuka BeaeHusi

1) Bepudmkauma guarHosa > HabnrwaeHue

(Mecaubl, rogbl). KoHTponbs OAK — 1 pa3 B

MecsLl — ToNbKO npu ctaauu A no Binet.

2) [TlporpeccupoBaHue > MmoHOoTEpannsa —
HECKONbKO MeCALIEB;

3) [lNonuxnmmortepannsa — ANUTENBLHOCTb 3aBUCUT
OT BO3pacTa, ConyT.naTtosfiornu.



[TokazaHusa K uurtoctaTnyeckom tepanuu (1)

1. OanH nnn bonee CUMNTOMOB MHTOKCUKaALIUA:

 noteps Beca >10% macchl Tena 3a 6 mecsueB (ecrnu
NauneHT HE NMPUHUMAT MepPbI K NOXYAaHWUI0);

 cnaboctb (ECOG =2, HeTpyaocnocobHOCTL);
» cybhbebpunbHaga nuxopagka 6e3 npn3HakoB MHMEKLUWUN;

* HOYHbIE MOTbI, COXpaHstoLwmnecst bonee mecsiua 6e3
NPU3HaKOB UHMEKLNN.

2. Hapactatowaga aHemums n/mnm TpombountoneHus,
obycnoBrneHHast UHpUNbTpaLUnen KOCTHOro Moara.



[TlokazaHuA K uMTocTaTU4ecKomn Tepanuu (2)

3. AyTOMMMYHHas aHeMust U/unm TpomooLuUTOMNEHUS,
PE3NCTEHTHbIE K NPEAHN30I0HY.

4. bonbLline pa3mepbl ceneseHkn (>6 cM Hmxe pedbepHon
ayrn), sBHOe yBennyeHmne opraHa.

5. MaccuBHasa 1 HapacTtawwasa numdageHonaTus.

6. Bpemsa yaoBoeHust numdoumntoB (BYJ1) meHee 6 mecsueB.
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OueHKa oTBeTa Ha neYyeHue Npu XpoHUYeckom numdponemnkose

1P

up

[Iporpeccitpopanne

lapamer put, ONPEC IO NIHE 0OLEM OITYXOITH

Jlmmdanenonatis Her = 1.5 v Yuensmenie > 50% | Veeamuenue > 50%
I'enatomerainsg Hen Vmennmenne = 50% | Yeeamuemie > 50%
Cruie HoMera s He1 Vuensmenne > 50% | Veeamvemie > 50%
Jlvd oI TEL KPOBH <4x 10°/a Vvennmenne > 50% | Yeeamuemte = 50%

OT HCXOHOIO

OT HCXOHOIO

Koctusit Mo31

HopMokaeT ounnlit,
< 30% maudonuros,
HET HOJLYJIA PHOTO
MOPAKEHAA.
HIpH rHOKAETOYHO M
KOCTHOM MOAre —

P gevrounenuas

YMmennmenne
KOC THOMO WO BOI'O
HEGIWTBT paTa Wi

HON IS PHOTO

nopakerns ma 50%

apamerpel, onpeeamionme GYHKIHORAILHYIO CIIOCODHOCT B KOCTHONO MOAra
I poMOBOIHT LI =100 x 10°/ =100 x 10%/1 wm Cunxenne = 50%
nossinenne = 50% OT HCXOJHOTO 110
OT HCXO/HOTO npuurne XJ1J1
I'emoraodnn =11 r/mn =11 v/ o Crnxenme = 2 rian
nopsmmenne = 50% OT HCXOHOTO [0
OT HCXOJAHOTO npuanre XJ1UI
Hefirpodiwinl =15x10%x = 1.5 x 10°/1 ot

nossimenie = 50%

OT HCXOJHOIO




MoHoTepanus:

« Xnopambyuun (nemnkepaH) - Tab rno 2 mr. -
[IpoTnBOOMYX0NEBOE CPeacCTBO, ankunupytoLlee
coeVNHEHMeE.

 beHoamycTuH — npenapar a1 B/B BBEOEHMUS.
[IpoTnBOOMYXONEBOE CPEOCTBO C
ankKunmpyroLlen akTMBHOCTLIO.



CxeMbl non nxmMmuoTepanumu

 LIBTT:
LMknogocdaH+BUHKPUCTUHHNPEOHN3O0SIO0H;

« CHOP:
LMKnogocdaH+agpmaMmmunH+BUHKPUCTUH+
NpeaHN300H;

 BAMI'1: BUHKpPUCTUH+METOTpPEKCAT+6-
MepKanTonypuH+nNpeaHn30sI0oH;

 LIBAMIT: BAMI'T+unknogocdaH.



CoepemMeHHbIe Modxo0bl K mepanuu XJ1J1

* Putykcnmab (Mabtepa) -
MOHOKIOHaNbHOE aHTUTENO K aHTUTEHY
CD 20.

Bbi3biBaeT:

- anonTo3 B KrneTkax NMMMdomMbl 1 HOpManbHbIX
nuMmdoumnTax, kKotopble akcnpeccupyroT aHTureH CD 20.

- obrnagaeTt cMHeprmyecknmM B3aMMoOeNCcTBUEM KaK C
XMMmonpenapaTtamu, Tak 1 rmioKoKopTUKonagamu,

- obecne4nBaeT ceHCMbMnnsaunto XMMMOPE3NCTEHTHbLIX
KNEeTOYHbIX JIMHUA



MexaHuam gencrtemusa MabTepbl

OI'IYXOﬂeBaﬂ KIneTKa

CD 20
™
I

s MabTtepa
KneTtkn MMMyHHOU CUCTEMBI

|

O—e>-




MpuHUMNUManbLHOe oTNu4YMe OoT NpenapaToB
XUMuoTepanum — usbupartenbHoe NoBpexaeHue
TONbLKO KNeTOK-MULUeHen NPy MUHMMarbHOM
HeraTUBHOM BIIUSIHUU Ha HOPMarbHbIe TKaHMW.

Mo cTpykType MabTepa oTHOCUTCSA K
UMMYHOIrnooynuHy knacca G1;

B cpeoHeM nocne oKOHYaHUA NevyeHusA npenapar
onpeaensiercs B opraHusme Ao 4-6 mec;

lNepen Havyanom Tepanuu npoBOAUTCS
npemMmegukaumsa: 1 r napaueramona BHyTpb 3a 30 MUH
Ao nHopysum u 20-40 mr aumegpona Bs/B
HenocpeacTBeHHO nepen BBegeHUeEM.



Haubosnee nepcnekmueHbie KOMOUHaUuuu
coyemaHue:

* puUTyKCUMaba ¢ donyoapabuHom (pexum FR)

* bniygapadbuHomM n umknodocammaom
(pexkum RFC)

Obwasa addpeKkTMBHOCTb TEpanUn coctaBmna
87%, npun atom NP Obinn gocturHyThl y 33%
6ornbHbIX 1 YP y 55% B0nbHbIX.



XpoHu4yecknum numdornemnKkos

. PaHee ucnonb3sosanucb cxembl CHOP, M2.

B HacTosiuiee BpeMs:

R — putykcumab (mabtepa)-375 mr/m? B 1 1 oeHb — Ha
oAauH uukn okosno 90 000 py6 *2 =180 000 pyo

F — conyaapabuH — 25 mr/m? B 2, 3, 4  feHb — Ha OAVH
uukn okono 50 000 py6 *2 =100 000 py6

C — uyknodocdaH — 300 mr/m? B 2, 3, 4 1 AeHb — 500
pyo

NepepbiB 4 Hepenu — npoBoauTcAa 6-8 LUKNOB



CnneH3KTOMUA:

* HeT adodpekTa OT UMToCcTaTtu4eckom Tepannum n ny4yeBou
Tepanuu, Bbi3biBatoLlasi Bblpa)eHHbIN 60NeBON CUHOPOM
N KOMMNPECCUIO OKPYXKarLLMX OpPraHoB;

* YyacTble MHDAPKTbI CEeNe3eHKU;

* BapuaHTbl 3aboneBaHns, NpoTeKatoLLmne
NPENMYLLECTBEHHbIM YBENMNYEHNEM CENE3EHKU;

* ayTOMMMYHHaA reMonmTnyeckaa aHeMms u
TpombouunTonenms, He nogaarowascs Tepanun KC;




NeveHue NKC
* reMosinTu4eckasd aHeMmsi U TPOMOOLIMTONEHNS;

« cybnenkemunyeckmnn BapuaHT XJ1J1, npoTekarowmnm
CO 3HA4YUTENbHbIM yYBENNYEHNEM NTMMA0Y3OB,
neyeHu, ceneseHkn, korga HeBO3MOXHO
MCMONb30BaTh JNTy4YeBYIO UMK LMTOCTATUYECKYIO
Tepnuio;

* UMTOMEHUS, BCNeaCTBME LUTOCTAaTUYECKON Tepanmm

CvumMmnTomaTmnyeckasn Tepanus




CocTosiHuA npoTekatowme ¢ numadageHonaTuemn:

1.HDeKkLunoHHbIe 3aboneBaHug:

1.1.BupycHble (MHEKUNOHHBIM MOHOHYKI1E03, BUPYCHbLIW renaTtuT,

LMTOMEranoBsmpycHas MHgeKkuns, onosacbiBaoLLmn nuwan, kpacHyxa, BUY-
NHpekUuns).

1.2.bakTepuanesHble (bpyuennes, NMcTepunos, PUIMHoO3, ctadonToOKOKKOBaS,
CTPENTOKOKKOBAasA, canlbMOHeNe3Hasd, opyuennesHasnHdekumsa n ap.).

1.3.nybokne MMUKO3bl — KOKLMANO3, rTMCTONIa3mos.
1.4.XnamugumHoele (Tpaxoma, naxosas fimmdorpaHynema).
1.5.MukobaktepuanecHble (Tybepkynes, nenpa).
1.6.BbI3BaHHbIE cnupoxeTamu (cudunuc, nentTocnmpoas).
1.7.IMapasuTtapHbie (TOKCOMNasmoas).

2. IndpdysHble 6onesHn coegmHutenoHon TkaHn (CKB, PeA, gepmatomMmosur).
3.MeTacTasbl cConnaHbIX onyxornen (MenaHoma, CEMMHOMA, pak fnerko

ro, MOSIOYMHOWM Xerie3bl, NoYek, npeacrartesisHOW XXenesbl, Ornyxosu
roOsfiIoBbl U LLEWN).



AnnacrunyeckKkasa aHemMus



AnnacTtuyeckas (runonnacruyeckasl) aHemus — 3To
3aboneBaHue ANA KOTOPOro XxapakTepHbI:

- KaYeCTBeHHble U KoJfin4yeCtBeéHHbie USMEeHEeHUA
CTBOJIOBbIX KINEeTOK remMornoaia,

- pa3BuBawoLlmecs noa BlMSHMEM OOSbLLUOIo
Konn4yecTBa 3HAOMeHHbIX U 3K30reHHbIX (PakKTOpPOB U
XapakTepusyruieecs yMeHblueHueMm (40 NosIHOro
OTCYTCTBUSA) KJTIeTOK KPOBM C 3aMeLLeHNeM KNneToK
KOCTHOIO MO3ra XXMpoBbIMU U C pa3BUTUEM
naHuuToneHun B nepudeprniecKkon KpoBM.



MexaHn3m pa3BuUTUA aHeMUM

KocTHbI MOT3 B HOpMe

KOCTHbIN MO3r — npu aHeMumn




Knaccudumkauma annactmyeckom aHemMum

[TaToreHeTn4yeckas

AHEeMNUN, cBa3aHHbIE C KOCTHOMO3roBou
HeOJoOCTaTOYHOCTLHO.

- l[Mnonnactuyeckas (annactuyeckas)
aHeMus.

-PedpaktepHaga aHemuna npwu
MUenoagmcniacTM4eCcKoM CUHOPOME.



Knaccudmkauma aHemmm (npogormkeHue)

Mopdonorn4yeckas

l.) HopMmouuTapHag aHemMua (oMnameTp apuTpoumToB 7.2-7.5 MKM)

* HepaBHSAA KpoBOMOTEPS

« 3HauuTenbHoe yBennyeHne obbema nnasmsl (6epeMeHHOCTb,
rmneprugpartayms)

« [emonns sputpoumToB
e 'vno-u annacrTnyeckasg aHeMus

* UNHdunbTpaTMBHbIE N3MEHEHUA B KOCTHOM MO3re (fnemnkemus,
MHOXECTBEHHasa Muerioma, Mmenogpubpoas)

e OHOOKPWHHaZA nartonoruns (rmnoTmpeos, Haano4ye4yHnKoBagd
HeOOoCTaTO4YHOCTb)

* PasnunyHble XxpoHu4veckne 3aboneBaHus
 Bbones3Hun noyek
* Llnppos neyeHun




Knaccudmkauma anemun (npoaosrkeHue)

[MTo uBeTOBOMY NokKa3aTesnio:

I. AHEeMunss HOpMoxXpoMHas

AHEMUA Mpu XPOHUYECKOW NOYEYHON HEOOCTATOYHOCTMW.
AHemMuns npu rmnodn3apHoON HegoOCTaTO4YHOCTN.
fMnonnactunyeckas (annacTtun4yeckasl) aHeMus.

AHeMMA Npn MmuenoamncniacTU4eckom CUHOPOME.

JlekapcTBeHHas 1 nyyesas umtoctatmyeckasi 6onesHb.

AHEMMA Npn 3rnoKa4YeCTBEHHbIX HOBOOOpa3oBaHUSAX U remobnacTosax.
AHEMMNA NPUN CUCTEMHbIX 3ab0neBaHUAX COEQNHUTENBHOWN TKaHMW.
AHEMMA NP XPOHNYECKOM aKTUBHOM renatnte n UMppose nevyeHu
(KpOMe XPOHUYECKOW rnocTreMopparm4eckon aHemMmmn).
[emonuTnyeckas aHeMus (Kpome Taraccemmun).

OcTpas noTTeMopparmyeckass aHemus.



IAnuaeMuororusi

« BcTtpevaetca peako- 4-13 cnyyaes B rog Ha 1
MJITH. XXUTeneu (No pasHbiM CTpaHaMm);

 [1Ba nuka 3abonesaemoctu: 20 (Bo3gencTeune
BUPYCOB) U 65 neT (XMmMnyeckme BeLlecTsa);

B Kutae n KOro — BoctouHon Asun —
pacnpocTpaHeHHOCTL B 3-4 pasa Bbllle aApyrux
PEMNOHOB.



dTUonorus

e JK30reHHble (haKTopblI:
- VMoHusupyoulee nsnyveHue,
- Tokcu4yeckoe OencTeumsa (opraHNYeCKMUe pacTBOpPUTENN 1.

T.0);
- JlekapcTBeHHbIe npenaparThl

cynbaHnnamuabl

aHTUTEpnounaHble (MepKkasonusn)

rMNOTEH3MBHbIE (KanTonpwun, aHananpun, 4onernT)

HIBI'

LUMUTOCTaTUKN

aHTUONOTUKM
- UgnocunHKpo3una (noBbilLeHHad YyBCTBUTENLHOCTD);
-BupycHble 3aboneBanusa (renatut, repnec, LUMB n.T.4)




JTUOJIOIUA NPOAOIHKEHUE

e DHOOreHHbIE:

- AYyTOMMMYHHbIE NpoLEeCChI 1 3aboneBaHuUs
- [MNoyHKUNA LMTOBUOHOW Xenesbl

- bepeMeHHOCTb

- [eHeTn4eckasi npeapacnosio)XeHHOCTb

MIMMYHHbIW NpOLIECC 3aBUCUT OT CTEMNEHMU
PEaAKTUBHOCTU. HOPMO-, TMMNO — UMK
rmneppeakuyms.



AA — npu neyeHue B Te4yeHue 8 net u donee y 75%
OONbHbLIX NepexoauT B OAMH N3 reMo06s1acTo30B.

B HacTogdllee BpemMa B OCHOBe pa3BuUTuUA AA NeXxunTt mytauug
CTBOJIOBOM KIETKMW.

'MnodyHKUMA MMMYHHOU CUCTEMBI _»J‘IGVIKO3

HopmodyHKLuA > oed ekt annMMnHUpYyeTCs;

'MnepdyHKUMA F byoet 3abrnokmpoBaHa Kak

MaTUpOBaBLUaAA KIl€TKa, Tak U HOpMalibHbl€ KITETKN KOCTHOIO
MO3ra,



el N

N~

[laToreHes

BHyTpeHHU gedreKkT CTBONIOBOU KITETKN KPOBU
MIMMYHHasa peakums Ha reMono3TUYECKY0 TKaHb.

[edeKkT nogoepxusaroLlen pyHKUnm
MUKPOOKPYKEHUSL.

HacnenctBeHHbIN reHeTUYEeCKNN OedEKT ;

HYTI/I pearin3daunm natToreHeTtny4eCKkmx mexaHmsmoB

YKopo4yeHue nNpoaormknTeNbHOCTU XU3HN 3PUTPOLIUTOB;
CHMXeHne ytunmsauymm xenesa KOCTHbIM MO3IoM;
CHMXeHne CKOpOoCTM CUHTE3a KIMETOK B KOCTHOM MO3re;
BHYTPUKOCTHOMO3roBOou reMoJsing;



Knaccudunkaumsg no MexaHm3my pasBuUTug

- HacneaocrtBeHHble
- [lpnobpeTeHHbIE

- UMMYyHHbIE



KnnHn4yeckmne NpodABI1E€EHNUA anJaacTnyeckoun
dHEMUU

* AHEMUYECKNN CUHOPOM

* [emopparnyeckmm cuHapoOMm
* IMmyHOOEMUUT

* CNHOPOM MHTOKCUKaLU MK



KnuHuka

Knaccu4eckul aHemu4eckuu CUHOPOM (2UOKCUS ).

- Cnaboctb

- ['onoBokpyxeHune

- Taxukapgus

- lym B ywax

- MenbkaHne myliek nepeq rnasamu
- Opfblwka

- CoHnmBoCTb

- OBMOpPOYHbIE COCTOAHMUS



KnuHuka

[emappoauyecKul cUHOPOM:
B Hopme TpomBoumThl: 180-320* 10%/11

- 60-50* 10°/n — HeT NposiBNeHUn

- 49-20* 10°%/n — TONbKO yBEMUYEHUE
OJIMTENBLHOCTU KPOBOTEYEHUS MPW
NOBPEXOEHUSX;

- HMKe 20* 10°/n — camonpoun3BorbHbIE
KPOBOTEYEHUSA Y reMaToMbl 6e3 BHELLHUX
BO3JENCTBUN.



CteneHb TpomMbouMnTONEeHUN

« 150- 50 *10%/n1 — nerkomn cTeneHu;
» 49-20*10%n — cpeAHen cTeneHu

e Huxe 20*10°/n — Tshxenoun cTeneHu



KnuHuka

UMmyHoaepMUNT:

QyHKUUU TeUKouUumos:

-HenTpodunbl — daraymTos, LUTOTOKCUYECKUN 3 PEKT, CUHTES
npoBoCnanuUTeSibHbIX LMTOKUHOB (MPENMYLLECTBEHHO KNETOYHbLIN
NUMMYHUTET);

-6a3odunbl — ouKLLIEHNE OpraHM3mMa OT DOMbLLOro KonnyecTsa 6uonornvyecku
aKTUBHbIX BELLECTB, NOBpeXaaroLmnx opraHmam (0CobeHHO npu
anneprumyecknx peakumsix);

-303MHOUNbI — ddaraumMTos, MHAKTUBALMS NPOAYKTOB, BblAENseMbIX
903NHOdMMNamMmM (NOBbLILLEHNE NPU BCEX annepruyeckmx COCTOSIHUX, a Tak
)Xe B Nepuos BbI3JOPOBMEHUs Nocne TAXenoro MHeKLUMOHHOro npoLiecca;

-MOHOUNTbI (Makpodharn) — doaraymtos, NPOTUBONHMEKLUNOHHBIN 1
NPOTUBOPAKOBLIN UMMYHUETET, CUHTE3 LIUTOKNHOB;

-numMmountbl — BbipaboTka AT (rymoparnbHbIi UMMYHUTET),



1)
2)
3)
4)
5)

6)

[Iporpamma obcrnegoBaHus

OBLwmn aHann3 KpoBu
Pa3BepHyTas nMmyHorpamma
Obwmm aHann3 mMo4u
CTepHarnbHas NyHKUUS

TpenaHobuoricusi — OCHO8HOU Memod
os1s1 eepuchukauuu duacHo3a.

,D,OI'IOJ'IHI/ITeJ'IbeIe NccregoBaHUAd B
3aBUCUMOCTU OT NPUYNHbI aHEMUN




e OCHOBHbIE KpUTEPUU ANarHo3a
anjacTuyeckon aHeMuUMm:

mpexpocmkKoeasi UUMOrneHUs:
-aHemusa (Hb meHee 110 r/n)
-rpaHynouutoneHns (meHee 2,0*10%n)
-TpombouuToneHns (meHee 100,0*10%n)

e anna3nd KOCTHOIro mo3ra.
CHMXeHne KNneToyHoro coctaBa KOCTHOIMoO Mo3ra,
OTCYCTBME MerakapmoumToB, npeobrnagaHne XXnupoBoro
KOCTHOIro Mo3ra Hag aeaternbHbIM B buonTarte
NoaB300LLUHOU KOCTMW.




Kputepumn Ts:xecTn anjaacTuyeckom aHeMum

e Hemsixenas:
- rpaHynouuTtoneHus Gonee 0,5*10%/n;

o mspKesias ansiacmuyeckas aHeMusi:
-HenTpodunsl — MmeHee 0,5 x 10° / i
-TpomboumToneHus — no 20,0 x 10°/ n

- peTukynountbl — a0 20,0 x 10° / n

e OYEeHb MmsiKeJsiasli arJiacmuyeckKasi aHeMusi:
-rpaHynouutonexus - mexee 0,2 x 10°/ n
-TpomboumToneHus - meHee 20,0 x 10° / n
-B COMETaHuM C anrna3nen KOCTHOro Mmo3ara B buonrarte
NoaB340LLUHON KOCTMW.




1)

2)
3)
4)
5)

6)
7)

JleyeHuUe

[louck u ycmpaHeHUe amuosio2u4ecKux
gpakmopoe:

[ KC;
[Tp UMMYHHOM reHe3e — LNTOCTaTUKU;

TpaHcy3na KOMNOHEHTOB KPOBU

JleveHme KONoOHUNCTUMYNUPYOLLNMU
doakTopamu

I'IepecaLu(a KOCTHOIO MO3ra,

[TocMHOpPOMHOE redyeHune (remopparm4eckuni,
NenKoneHns)



KoMbuH1poBaHHasa Tepanus

* AHTUTUMOUUTaApPHBLIK rNobynuH (ATT)

* yepes 2 Hegenu ot Hadvana kypca AJII/ATI nocne
KyNnpoBaHUs CUMNTOMOB CbIBOPOTOYHOM
bofie3Hn Ha4YMHaeTcs Tepanms LMKNOCrnopnHom A
(CyA), Kypc neyeHuns npogoskaetca He meHee 12
MECSILIEB.

 [lo3a ymknocnopuHa — 10 mr/kr

* Uepes 3, 6 MecdAUeB OT Ha4ana
MMMYHOCYMNPEeCCMBHOW Tepanuu nNpu oTCYyTCTBUU
NONOXUTENBbHOU KIMMHUKO-reMaToS1I0rM4yecKkou
ONHAMWKN — CNINMEH3KTOMUA



ATram

(Antilymphocyte iImmunoglobulin (horse))

PopmMa BbinyckKa:

Pacmeop 0nsi uHbekyuil:
1 mn1 amn. 50 mr 250 mr

5 M1 - amnynbl (5) - NaYkK KAPTOHHBIE.



OcobeHHocTU chapmakoTtepanuu 'KC
(npeaHU3anoH)

Pacyem 003bl:

INlerkas cteneHb Taxectun - 0,3-0,5 mr/kr/cyT
CpenHas cteneHb TskecTtn - 0,5-0,7 mr/kr/cyT
Taxenas crteneHb Taxectu - 0,7-1,0 mr/kr/cyT

PacnipedesieHUe 8 me4yeHuUe OHS:

yTpoO : 00en : Beyep — 3: 2 : 1.

ObsizaTenbLHO Nocrne eabl, 3anMBaTb CTaKaHOM
BOAbl




[Tynbc — Tepanua KC

[Tynbc — Tepanua — BBegeHme bonbinx go3 [KC
Onsi obpbiBa BbICOKOW CTENEHWN aKTUBHOCTW
MMMYHHOIO npoLiecca.

MeTunnpegHusanoH (MetTunpen, cony-meapon):

no 1000 mr B\B kanenbHO eXXeaHEeBHO B TedyeHue 3-X
OHeun nogpsand, ¢ nocneayrwmm nepexoaom Ha
nogaepXxueatoLlyto o3y TabnetnpoBHHoro NKC  (
npeaHn3anoH -5 — 15 mMr/cyT)



Cneundunyeckme nodoYyHbIe AeNCTBUSA
'KC

* YnbLieporeHHoe AeNCTBME Ha BCEM MNPOTSXKEHUMU
KKT:

» Obbem 3aBucumasn Al
» CTepongHbI caxapHbln anaber;
* OcTeonpos;

* [oBbILLIEHME YYBCTBUTENBHOCTU PELIENTOPOB K
KA

* [1pn o4yeHb B6onblmnx gosax (80 — 90 mr/cyT — per
0S — pa3BuUTME MNCUXO30B;




[lonHaa pemMuccus:

 remornoduH > 100,0 r/ n
e rpaHynouunTsl > 1,5 x 109/ n
» TpOMBOLUMTLI > 100,0 x 10%/ n

* OTCYTCTBUE MNOTPEOHOCTU B
reMoTpaHcy3nax.



KoMnoHeHMbI KpO8U:

JpUuTtpouUuTapHasa mMmacca
OTMbITbIE 3PUTPOLMUTDI
CBexe3aMoOpoOXeHHaa nnasma
TpoMOOKOHUEeHTpaT
IlenkouunTtpaHasa macca
KoHueHTpaT HaTUBHOMU NNa3Mbl

Kpunonpuuunurar

.a

-
“

SCIENCEPhL




«3HaHue TONMbKO Torga 3HaHue,
Korga OHO npuobpeTeHo
yCUIIUSAMUN CBOEU MbICIN,

d HE NaMATbHOY.

JI.LH. Tonncmou




«Tpu NyTK BeAYT K 3HAHMIO:

-NYyTb pPa3MbILSIEHUS - 3TO NYTb CaMbIW
brnaropoaHbIn,

-NyThb noAgpa)aHus - 3TO NyTb cCaMbIW NErkumn

-MYTb ONbITA - 3TO MYTb CaMbIl TOPbKNN».

KoHopyuuu (651 — 479 0o H. 3.) —
KumaucKuu gusiocog




«Hem Hu4Ye20 onacHeu HernoJsiHo20
3HaHUsI».

AHernuuckas rnocriosuua

PenaHuym: npoTtnBonokKa3saHus
— 3aKpbITOYrosribHas rrnaykoma;
— MMWACTEHUS;
— TAXernasa XpoOHU4YecKasa gbixaTteribHas He4oOCTaTOYHOCTb;
— HOYHOE anHog;
— XpOHM4yecKasa abixaTesibHas He4OCTaTOYHOCTb C rMNepKanHuewu;
— TShKenbl abCTUHEHTHbBIN CUHAPOM;
— Bblpa)XeHHble HapyLWeHNA PYHKUNN NEYEHMN;
— Bblpa)eHHble HapyLWeHNs PYHKLNN NOYEK;



