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AHEMWA - knnHuKo-
NTabopaToOPHbLIN CUHOPOM,
Xapakrepusyrowumncs
CHU)XeHMEeM YPOBHS




Kputepuu anemuun (BO3):

OJis1 MYXKYUH;:
ypoeeHb 2emMo2s106uHa <130

/I
2eMamokKpum MmeHee 39%;
OJ1s1 XKEHWUH:




KnuHuko - nano reHemyeckas

Knaccupukayua aHemMmi:
knaccugpukayua D.Natan.; F.Oski, 2003 r.

I. AHeMuu, obycrioesieHHbIe ocmpou
Kpoeornomepeu

Il. AHeMuu, 803HUKarowue e pesysibmame
deghuyumHo20 3pumpornoa3a




IT. AHemuu, Bo3HUKarowuUe B
pe3ynbhune AepuynunHoro 3punponossa

1) 3a cuém HapyuweHHO20 co3pesaHusi (MUKpoyumapHbie):
Xene3onepPuUnUTHbIE;

HapylweHue TpaHcnopTa Xxenesa;
HapylweHue yTunnsauum xenesa;
HapylwieHue peyTunusauum xeresa;

2) 3a cyem HapyuweHusi dughghepeHUyUpPOBKU 3pumpoyumoas;




KenesoaedmnuntHas
aHeMus




InngemMmornorus

HaHHble BO3:

AHEMMUSA ......oeeiiiiiiiieennnnns 1.987.300.000
< do 90% criy4aee aHeMuu 8bi38aHbl 0ehuyumom
@ Xenesa
A

eguyum xersesa............ 3.580.000.000




PacnpocmpaHeHHOCMb aHeMUu

...y 10% XxeHuWuH 0emopoOHO20 8o3pacma +y
20-25% cKkpbImbiU Xxene3zoodegpuyum

...y vy cTapuie 65 net coctaBndeTt 90,3 Ha 1000

XUTenemn y MyX4uH n 69,1 Ha 1000 y XXeHLUuH. B
BO3pacTe cTapLue 85 fieT OHa BbISIBNISAETCA B TpU
pasa yawe

...Ccpeau aMGyﬂaTOQHbIX NnaunmeHToB NOXUnNoro




ITocTynienne sxejesa ¢ NHIIEH

BeacbBanne B —~ )
12-nepcTHONH KHIIKe
(1 -2 Mr B CYTKH)
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1000 vr PEeTHKYJIO3HAO0TeIHAIbHOH
CHCTEMbI
600 Mr

CJIIyIUHBAHHE 3MHTeJIH KOKH
IToteps amuTestHs ZKKT
MEHCTPYAITUHU
JIpyrie KPORONOTEPH
1-2 Mr B CYTKH

Y

ITIOTEPH KEJIE3A

OOMeH xene3a

B opraHusme copepXxutca 4-5r
XXene3sa

(MoObunbHoOro —2-3r):
Femorno6uH — 1800 mr (70%)
Mwuorno6uH — 300 mr

NMe4yeHb — 1000 Mr




Hanbonee yactblie NPUYNHDI

1. XpoHuyeckue KpOBonglsQe‘pasnuquﬁ nokanusauuu (B
1 MN KpOBU cogepxuntca 0,5 Mr Xkene3sa):

-MaTO4YHbIEe (MeHOpparuu pasnM4YHON 3TUOSIOTMU, MUOMa,
3HAOMETPMNO3, BHYTPUMATOYHbIE KOHTPALEeNnTUBbI);

-Kenyao4vyHo-KulleYvHble (racTpoasodaranbHas

pedrroKkcHana 6orne3Hb, 3PO3NBHO-A3BEHHbIE
MopaXeHUA Xenyaka, onyxonu xenyaka v ToncToun
KULLKU, TePMUHAlbHbIN UNEUT, Hecneuudgunyeckum
A3BEHHbIN KOJIUT, AUBEPTUKYIIUTbI, KPOBOTO4YaLLUU
remoppou u ap.);




Haubosiee yacmsbie NpU4YUHbI

2. HapyweHun BcaCbIBaHMMe3a:
- BHTEpPUTbI PA3NINYHOIO reHe3a;

-CUHAPOM HEeAOCTATOYHOCTU BCaCbiBaHNUA,
- pPe3eKUunN TOHKOUN KULLKMWH,

- pe3eKums xernyaka c BbIKINlOYeHUemM
ABeHaauaTUNepCcTHOU KULWKu (bunbport-2).

3. lNoBbIWEeHHaA NOTPEOHOCTL B XKenese:
- 0epeMeHHOCTb, NNaKTauus;

- MHTEHCUBHbIN POCT U NyOepTaTHLIN NepuoAa:



Haubosiee yacmsbie NpU4YUHbI

)K,Cl).lA 3

B 3 TpumecTpe bepemeHHOETN maTepuHCKUA
OpraH13m NULLAETCH Xernes3a B cneayrLwmnx
KonunyecTBax:

1.0n49 doopmmpoBaHua nnoga — 300 Mr
2. ANa nnaueHTbl, NynoBMHbI — 100 Mr
3. Ana 20—KpaTHOro yBennyeHus pasmepos MaTtku — 50




Ctaauu Xene3oagedumuuTta

CocTosiHne geduunTa Xeresa B opraHM3Me npoxoauT
HEeCKOJ1bKO 3Tanos:
BHa4arne HacTynaeT NnaTteHTHbIU eULNT XKenesa,
NPy KOTOPOM XXernes3o ncyesaet 13 geno, 4YTto
onpenenaeTca no CHMXEHUO YpoBHA dpeppUTUHa
nnasmbl,

3aTeM MNada€eT YpoOBEHb XeJle3a CbIBOPOTKU U




KnuHudyeckas kapnvwHa aHemuu:

1. AHeMmyeckut cMHApOM
2. CUHAPOM cuaeponeHuu




AHeMUuYeckmu cuHApom

TTpossneHusa 3asucat ot rnybuHsr aHemuu u
CKOpPOCTU ee pasBUTUA:

CnabocCTb;, YTOMNSAEMOCTb;

OpabIwka; cepauebueHue;
["0noBokpyxeHue;




AHemuveckui

O61bveKTUBHO:

1) 611eBHOCTb KOXHbBIX
NOKPOBOB U
CNU3UCTLIX 060N0YeK;

2) Taxukapams
3) Lym B cepaue v Haa



CuHApoM cufeponeHuu u cochosHue
JlaneHnHoro Aegpuyuha xesiesa

Jducmpoagbusi Koxxu u eé npudamkos;
UN3epauweHue eKyca u 060HsIHUS;

Mbilwe4yHasi 2urnnomoHusi
(Hedep)KaHUe MO4U); MblWeYHast
crnabocmb




I /I3ameHeHNA KOXU K
npuoaTkoB




KonnoHnxun




noccur




EHKa mmxec aHemuu

Jleckou cmeneHu
Hb 110 - 90 2/n

CpedHelu
merneH



OCHOBHbIe KpuTepumu

1] —— HU3KUU HBW OKa3daTeéllb
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[lokasanesin obmeHa xenesa npu XA

CbiBOponoYHoe XeJsle30 10-30 mmonb/n <10
Obuwasa xese3ocsa3bl BarowWas 45-62,2 > 60
crnocobHochb Cbl BOpO KU MKMOSTb/ 1 MKMOSIb/ N
deppuynmH cbiBopo KU 30 - 300 mr/n

Hacbi weHve npaHcgpeppuHa xesezom 16 - 45 7%
R

_&L
_-=




[louck npudmuHLI aHemuu

OocnepoBaHue XXKT, ruHekonora,

JIETKUX,
ARTAHORA/KPORBEIRAPRENA U T.A.
Kkpoeb, ®IArC, kosno —

'.







[1puHynns nevyeHus XA

YcTpaHeHue npuymnHebl XenesogeduumTa, ecrnn 31o
BO3MOXXHO;

I'IpenapaTbl XKerJleaa, 103a KOTOPbIX PaCCHUTbIBAETCA
ncxogd n3 cogepkaHma atomMmapHoro xenesa: 200-300
MT XKefe3a B CyTKK 3a 3 I'IpI/IéMa HaTOLLUaK,

[lepBble 3 aHA — 50% O03bl;

A




Hekonopbie npenapam ans nedyeHus XK/

[emopep Cynbart xenesa Apaxe 105 mr
AxkmigpeppuH Cynboar kancynel 34,5 mr
Xenesa+cepuH
Manbno gep - "fnapooKkuch TabneTku 100 mr
don Xenesa+ponvesas

KUCNOTAa




lNoka3aHus 0snisi npumeHeHusi NMXX

napeHmepasibHo
-HapyLweHue BcacbiBaHMA NpU NaTONIONMU KULLEeYHUKa
(3HTEepUTbLI, CUHAPOM HeA4OCTAaTOYHOCTU BcCacbIBaHUA,
pe3eKkuna TOHKOro Kuwe4vHukKa, pesekuus xernyagka no
BunbporT Il ¢ BbIKNIOYEeHUEM ABeHa[LaTUNepPCcTHOMU
KULLKW);

-060CcTpeHune A3BeHHOU Oone3Hun Xxenyaka nnm




XX gna napeHTepasbHOro BBegeHus

IIpenapar Cocras Ilyte BBeaenust Copepxumoe Koamdecrso
1 ammyJbl, Mit | skestesa B 1
amInyJjie, Mr
®eppym siexk  |[loamsomainbTo3a BayTpuMbIII 2 100
deppym siek | Hatpuii-caxapHbIi BHyTpuBeHHO 5 100
KOMILIEKC
Exrtodep CopOuToBbIii BHyTpuMBIII 2 100

HUTp ATHBIM KOMILJIEKC




lpopunakmuxa XA y
NMpodunnakTuka npemneéepeM,eHHb!XMeHHblm C BbICOKUM

PUCKOM pa3BUTUSA aHEMUM:
npexae dooneBLIne aHEMUEN;

nMerome XpoHu4Yeckme MHPeKUMOHHbIe 3aboneBaHnsA (Ne4YeHn, NOYEK U
T.A.);

MHOropoOXXaBLUMeE;

GepeMeHHble C ypoBHEM reMmornooumHa B | TpumecTpe meHee 120 r/n;
GepeMeHHble C MHOroBoOAUEM;

GepeMeHHbIe C recTo30M;

XXEHLMHbI, Y KOTOPbIX B Te4eHUe psaaa net Obina runepnonimmeHopes.




MezanobnacmHbie aHeMuu

[pynna 3a6onesaHuU, xapakmepusyrowjascs
crneyu@PUIecKUMM M3MeHeHUAMU Kenok
KpOBU U KOCNHHOro mMo3ra B pesyJsibhune
HapyweHusa cuHnesa LHK, BbissaHHoro
Hegochumkom sunamuHa B12 (6o.1e3Hb




PacnpocTtpaHeHHOCTb gedpuumuTa
BUTamuHa B12

[To gaHHbIM PpaMUHIeEMCKOro nccrnegoBaHus
(1994) 12% HaceneHnsa UMeET CKPbITbIN
oedouunt B12, aHemuna BcTpedaeTtcay 1%, B T.u.
B 1/3 C HEBPOSIOrMYECKOU CUMMTOMATUKOW




ButamuH B12 He cuHTe3upyeTcAa B
opraHu3me XXUBOTHbIX

ButamuH B12 (kobanamuH) npogyuupyertca
MMUKPOOPraHmamMmamu- ooutaTensamm
KOpHENNoaoB 1 6000BLIX, U MPUCYTCTBYET B
MbILLLIAX U NAPEHXMMATO3HbIX TKaHAX
XXUBOTHbIX, MNTAIOLLMXCH STUMU PaCTEHUSAMMN.
Uenosek nony4aeTt kobanamMmuH C )XKMBOTHOM




OOmeH BUuTamuHa B12

(T But.B12 HeoOXxoaum AnsA cUHTE3a
(eni] p|
BI12 s, OHK v peneHus KneTok.

CEMRAHHBIN €
JHHEO THEIDX
| Bermonx

o But. B12 yyacTBYyeT B oOMeHe
sxnopnoprarpaones | IKMPHBIX KUCIOT
Wy Chbl-R-protain

complexes
s=creted in

/d)

R 4 R-nporemx
TAPHE TATEHEIX KT TOX

_‘_"__ HemocraTox
% . BHYTPEHHEI' O $AKTOPA
. Pancreatic ) B’mm(ratipmmnmm
\, ' Protease > darTop aymmmmmm'xpan‘)
o Jejunum

- —-Bncomoe comep:xanHe GarTepHit W
LUHP OXHIH JTEHTEIL -
KOHKYPEHTHOE ITOTPEEIEHHE

- ¥nrarmia B12
=C 4—\/ |

q . PEEKITHA = 1
IE) 2 mrcTanenerx 80 ox W = 1(’,“
IO AB3 JOIMHOH

Cubilin

Adenosyl-

t .;):blalamin .I'

LD | Mathyl-
cobalamin®y

- TEHETHYECKHE
. 'AHOMAJIMH

B12 1paxcmopTHpye TCA Yepe: MOP TAIEHYE KOHBEPCHH B12

acrerty ® cemzi ¢ IPAHCKOEBATAMIHOM




Ihnuesoit
Bur.B12

'B12 ¢ R-nporexnorx
e YO YHOTO CORa

lleal mucosal

R D (cblf p

R-nporexx B12 mmne,
b CIECHEX CEMRAHHBIN €
5 w: Cmaomre SHHEO THEIDX
S Gemeonx
_Hednagrr

E TOHIUe

complexes

sacreted in
*  bile

W (510 pg/d)

Pancraatt
_ protease

f@’

cell

¢
[ e

\-———

dTnonorus

Gastnc
sacretion

AXITTOP THIPHA NPHEOTHT X

[R>r £ R-nporexx
’ MapHe TATEHEIX KIIeTOX

HemocTaTor

B‘Wm(raﬂpmmnmm
darrop ay’mmmmm TacTpHT)
lejunum

—s=Brrcoroe comep:xanme GanTepHit wH
LUHP OXHH JTEHTE1L,
KOHKYP‘EHTHOE ITIOTPEEIEHHE

¥nrarmia B12

= i
- mrcTanenerx 80 ox o)
 EEE— IO AB3 JOHOH : —y \ Adenosyl-
Distal 80 cm of ileum KHIIKH - cobalamin
# @i
p TEHETHYECKHE o
IAHONMAITHH \ ( o /
TPAHCITOPTA : @’\/ Mathyl-
— cobalamin
- VJ
> —— — > - I'EHETHYECKHE
- — AHOMAITHH
B12 tpaxcopTHpye TCA Yepe: Mop TATEHYEC KOHBEPCHH B12

acrerty ® cemzi ¢ IPAHCKOEBATAMIHOM

1) HapyweHue BcacbiBaHUA

(60%):

ATpodus xenes xenyaka

NMoTpebneHne B KULLEYHUKE

NMpnmMmeHeHne aHTUCEKPETOPHbLIX
CcpeAcTB U aHTauuAaosB

Ankoronunsm

NMaHkpeaTunyeckasn

BHYTPEHHEI'O #AKTOPA

Hea4OCTAaTO4YHOCTDb




laToreHes

B kocTHOM Mo03re npu gedouumte ButammHa B12 u
doonatoB NponcxoauT 3aMeHa
HOPMOBIaCTUYECKOro KPOBETBOPEHUS
MeranobnacTmyYecknm, KOTOPoe XapakTepusyeTcs
HapyLleHneM nponudepaunm n
andodpepeHUNPOBKM KPOBETBOPHbLIX 311EMEHTOB U
BHYTPUKOCTHOMOS3IroBOU rmbernbio 6osbLLINHCTBA
aapocoaepKaLumx KIeToKk KpacHoro paaa




KnuHudyeckas kaphwHa:

1. AHemuyecku cuHapom;

2 .KenynouHo -KuleyHslie HapylleHus

(aHOpekcua, rnoccuT, CHUXeHue cekpeuuu B Xenyake):

3. Hesponoruuyeckue cumnromsr (B12)

(napec)'resuu, runopenekcus, HapylieHUs NOXOAKU U
Ap.




AHeMU4YeCKuu CUHOPOM

[ToMnMO 00X CUMNTOMOB aHEMWUN BO3MOXKEH
NTMMOHHbIN OTTEHOK KOXXW - COMeTaHue
6regHOCTN U XeNTyXn, KoTopasa ABMNSIETCS
cnegcTBmMeM Hea(MEKTUBHOIO 3pUTPONO33a
(BHYTPUKOCTHOMO3IOBOIO pacnaga
remornobuHcogepxalumx meranoodracTosB).




Xenyaoo4yHO-KULLEeYHbIN
CUHOPOM

[moccut XaHTepa — «oLnapeHHbIN
A3BIK»




HeBponornyeckum cuHapom

(«PYHUKYNAPHbIN MNENO3»)
HeBponornyeckme cumnTomMmbl AecpbmunTa BUTaMMUHA

B12 pa3nuyHbl B 3aBUCUMOCTU OT TAXKECTU
naTonorum.

K paHHUM npu3HakamMm OTHOCUTCA ANCHYHKUMNA 3aaHUX

pOroBs CIMHHOro Mo3ra c notepeun nponpuouenuuu
U owyuwieHnem Bmopauuun. NaumeHTbl ABUrartoTcs C
TPYAOM, LULMPOKO paccTaBnsast HOru npu xoaboe.

NMo3xe Y HUX pa3BUBaeTCAd nopaxeHme nmpammagHoro,
CMNHOMO3XXe4YKoBOIro n CnmHotTanamumn4yeckoro
TPaAKTOB, conpopoxaawueecsda mMbilLuLe4yHOUN




IInarHoctuka ButamuH B12
AecpULUTHON aHEMUU

MakpoyunapHas
MunepxpomHasa (UM obbiyHo >1,0)
[MnopereHepanopHas (perkynoymml < 4 7o)

BO3MOXXHO:
Jleviko neHna, HevinponeHus (cABUr «Brnpaso>»),




KapTuHa nepudgepunyeckon

KDOBU

Mpu npocMoTpe ma3KoB
KpOoBuU ornpeapensertcs
OBOMAHbIA MEranoLwT Bblpa)KeHHblﬁ
MaKpooBaJioLUTO3 C
Hannimnem MHTeHCUBHO

N : Maxkpovur

-~ OKpALWeHHbIX MmerajJqouumMToB

Makpovur

[UNepCErMeRTPOBAHHEIN
HelTpogun

4-‘
v A
LY A



KapTuHa nepudgepunyeckon

B "?-E;yé.qxo BCTpeYaroTcs

. WM30UUTbI N SPUTPOLUTLI C

¢ <~ . ocTaTkamu sgep B BUAE
koneuy Keborta un teneuy
XaBenn-Xonnu. KonnyectBo

PETUKYNOLUUTOB YMEHbLUEHO.
Yucno nenkoumToB u




HCCJTEAOBAHHME KPOBH
no_M., 72 ropa
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MaxKpolHTRI +++
MeranoluTe ++
IMomMcerMeHTOANEPHELE HERTPOQHIRL ++




KapTuHa KOCTHOro mosra

Cneuuduyeckmit '
_XapakTep xpomaTuHa e B KOCTHOM MoO3re,

KOTOpPbIU OObLIYHO
rMNepKrneToYHbIn
(«CcUHNNY),
HabnogaeTcs
MeranobnacTtn4yeckumn

MEFANIOBNACTO3 [1ByxsinepHbiv Meranobnact




IInarHocTtuka

1. Aecomumt ButammnHa B12 Hanbonee
AOCTOBEPHO YyCTaHaBNMNBAETCA NO HU3KOMY
YPOBHIO BUTaMunHa B12 B CbIBOpPOTKE KPpOBU
(meHee 300 Hr/n).

2. ObHapyxeHne meranobnacToB B NyHKTATe




IInarHocTtuka

NMouck npununHsbl: uccneagoBaHue XKT, kana Ha
s/rnuctoB, TecT LUnnnuHra, aHtutena Kk BO um
napueTanbHbIM KNneTKaM Xenyaka, YypoBeHb
racTpuHa.

Hanpumep, ractponaHenb GastroSoft (BIOHIT)




[1puHYMnb nevyeHus

[lonHoyeHHoe numaHue, AeresibMUHMM3AYUA,
BumamuH Biz (yumaHkobanamuH) 400 mkr 1

pa3 B cymku 8/m 4-5 Hepens.

AnbnepHamsHo - rno 1000 mkr/cym- 1 Hea.,
no 1000 mkr B Hegesito - 1 mec., aanee no
1000 mKr exemecsuyHo .

AnvmepHamsHo - no 1000-2000 mkr sHynpb




Jlenko3sbl
(«nnenkeMmmmny)



Jlenkos (ne NKeMm VIFI) —3TO CUCTEMHOE

MIPOTPECCUPYIOILIEE pA3PACTAHUE HEZPEIION OITYXOJICBOU TKAHU B
OpraHax KpOBETBOPEHHUS, UCXOIAIIEE U3 POIOHAYAIBHBIX
(CTBOJIOBBIX) KJIETOK KPOBETBOPEHHUS C TIEPBUYHBIM
MOPaXEHUEM KOCTHOI'O MO3ra U C OBICTPOH reMaTOreHHOM
JTUCCEMUHALIMEN B IPYTHUE OPraHbl U TKAHU, BCICACTBUE YETO

3a00J1€BaHKE IIPUOOPETAET CUCTEMHBIN XapaKTep.

B 0CHOBE JI€IKO30B JICKUT HEKOHTPOIUpyEMas Mpoudeparys
KJIETOK C HapyIIEHUEM CIIOCOOHOCTH UX K JU(D(HEPEHIIMPOBKE 1

CO3PCBAHUIO.



AKTyaribHOCTb TE€Mbl

Nenkemnn n numdgomsl coctaBnaroT 8% OT BCeX

3110Ka4YeCTBEHHbLIX HOBOOOpa3oBaHUI

B CLUA kaxabiv rog nenkemmamm 3abonesaet okorno 25000

Yyenosek, n3 Hux ymmpaet 15000-20000.

B Poccuun 3a 2002 rog 6bino BbigBrieHo 8149 cny4vaes
NenKo30B, OCTPble NenKko3bl cocTaBunn 3257 cny4vaes, a

XpOHu4eckue - 4872 crnyyas



JTnonornvyeckue pakTopsol.
1. Bupychbil.

1.

[TlpegnonaratoT, YTO BUPYCbl, KOTOPbIE BbI3bIBAKOT JIENKEMUIO Y
XMBOTHbIX, MOTYT Bbl3blBaTb €€ N Yy YerioBeka.

BriepBble 6bI10 onnucaHo B ANoHUK, YTO PETPOBUPYC
(yenoevecknn T-numdooTponHbin Bupyc | Tmna [HTLV-I])
ABNsgeTcs NPUYNHOU BO3HMKHOBEHUA OQHOro U3 TUNoB T-
numMmdpounTapHON NENKEMNN Y HenoBeKa.

[lokazaHo 4TO poacTBeHHbIN Bupyc, HTLV-IIl, asnaetca
NPUYMHON MHOIUX TUMNOB XPOHUYECKUX T-KMEeTOYHbIX JIEUKEMUM.
[lokazaHo y4yactue Bupyca bepkutTta B pasBUTUN HEKOTOPbLIX

numdom.



JTUonornvyeckue pakTops.l.

2. AloHn3upyouiee nsny4vyeHue.

1. HABnaerca NpMYUHON MHOTOYUCIIEHHbIX CllyYaeB JieukeMun y
NepBbIX PagnosioroB N XXntenem Xmpocumesl 1 Haracakm
nocrie atToMmHon bombapanpoBKN.

2. [lokasaHo noBbileHWE 3ab0reBaeMOCTN NIENKEMUNEN Y
aeTen npu BHYTPUYTPOOHOM 0BnyvYeHnn, a Takke pasBuTmne
ee y 60rbHbIX, KOTOpbIE NOoslyYanu nNy4YeByo Tepanuio npu
nevYeHnn aHKNIo3npPYoLWEero crnoHannnTa n 6onesHu
XOOKKUHA.



JTnonornvyeckue hakropoi.

3. XuMunyeckue BeLlecTBa.

1.  OnwucaHbl cnyyaun, Kkorga npuyanHoOn nNemkemum Obinn MbllbsiK, 6eH3011,
dheHnnbyTasoH 1 xnopamdeHnKon.

2. Te Xe camble UMTOTOKCMYECKME NleKapCTBa, KOTOPble NCMOSb3YHTCSA
ONs nevyeHns onyxonen, MOryT ctatb NPUYNHOWN Pa3BUTUSA JIEUKEMUN.

4. Npwn anna3nmn KOCTHOro Mo3ra
yYBEJTIMYMNBaAETCA rnpegpacrnosioXXKeHHOCTb K BOBHUKHOBEHUIO NenkemMmunmn.

5. AImmyHoaepMUNUTHBIE COCTOSAHUSA.
3. CHWXaeTcd UMMYHHbIW HaA30p, YTO NPUBOAUT K HApPYLLUEHUIO

pas3pyweHnd noteHumnaribHO HeornJy1iaCtn4eCKknx reMono3TnM4eCKnxX
KITETOK.

6. leHeT4yecknu chakrtop.

HapyweHns CTpyKTypbl XPOMOCOM YacTo 0O6HapyXmMBatoTcs Yy OOfbHbIX C
nenkeMmnsamu.

4. dunagenbdunmrckas xpomocoma (ManeHbkasa 22 XxpoMmocoma,
obpasytollascs B pesynsrate B3anMHOW TpaHCroKauum
reHeTUYeCcKoro marepumana mexay 22 n 9 xpomocomamu) npm
XPOHUYECKOU MUENOLUTAPHON NEUKEMUMN.

5. Y peten ¢ cuHapomom [ayHa (Tpucomus no 21 xpomocome) B 20 pas
BblLLE pUCK 3aboneBaHnsa NenkeMmnen.



MyTauMOHHO-KNTOHOBas Teopus NPOUCXoXaAeHUsA
NTIenKo30B

NEWNKO30reHHbIN PakTop
(MoHU3MpYoLWas pagmauns, XMMmnm4eckoe BeLeCTBO, BUPYC U Ap.)

MyTaLus

(noBpexaeHue OHK, HapyLleHne reHeTn4YeCcKoro Koga) oaqHoOu N3 KIeTok-
npeaLecTBeHHNKOB reMonoasa

HapyLllaeTca nHdopmauma geneHnsa nu gndopepeHUnpoBKM KNETOK

BbIXO/[ KJ1IETOK U3-1NM0O4 KOHTPONA peryjamnpyromnx CUctem opraHnm3ma

be3ynepkHoe pasMHOXeHME onpeLenieHHON Ppa3HOBUAHOCTU KIETOK.



Knaccundukauma nemkosos.

Mo natoreHeTn4ecKomy npuHuumny, (ncxopa u3
ocobeHHoCcTEN MOPAOSTIOMMYECKON XapaKTEPUCTUKM JIENKO3HbIX KIETOK)

1. OCprle - OMyX0nu C NOSIHOM OCTaHOBKOM AndodpepeHLMPOBKN
pogoHavanbHbIX KPOBETBOPHLIX KNETOK Ha KaKOM-TO YPOBHE CO3peBaHusl.

Cybcmpam onyxonu — bracmHble Krnemku

HaunHatotcs ocTpo, ObICTPO NPOrpeCCUpYHOT, NPU OTCYTCTBUM NEYEHN NPUBOAAT K
CMEepTU B TeYEHME HECKONbKNX MecsaLEeB. B kpoBu 06bIYHO onpeaensieTcs
OonbLLOE KONUYecTBO bs1aCmHbIX KITeMOK.

2. XpOHI/I‘-IeCKVIe - OMyXO0nKn C YaCTU4YHOM 3a4€EPXKKOMN CO3PEBAHUSA KINETOK K
HaKOMJIEHMEM KIETOK onpeaeneHHon cTeneHn 3penocTu . Cybcmpam

Oy XOoJiu — cozpesarnwue u 3p€ejibie Kriemksu

HaunmHaroTcs nocTteneHHO 1 MeaneHHo NPorpeccupyroT, AaXe Npu OTCYyTCTBUMK
nevyeHma 6onbHbIE MOTYT MNPOXUTb HECKOSBbKO NET. B KpoBM BbISBAAKOTCA 0ObIYHO
He3perble, HO ¢ meHOeHUuel K co3pesaHUo KIiemku.



Knaccudukaumsa nemkosos.

Mo rucTto- (UMTO-) reHe3y, xapakTepy U HanpaBneHUIo
anddepeHLMPOBKM pa3pacTaloWmXcs KneTok:

Cpean ocTpbIX NIEMKO30B BbIAENAOT:

- HeanddepeHUNPOBaAHHLIN;

- MUenobnacTHbIN;

- NInMdobnacTHbIN;

- MOHOONACTHbLIW (MMENTOMOHOONACTHLIN);
- 9pUTPOBNacTHbIN;

- MerakapunobnacTHbIN.

Cpean XpOHUYECKUX JIEMKO30B BbIENSAIOT:
Jlenko3bl MUENOLUUTAPHOro NPOUCXOXAEHUA:

- XPOHNYECKNN MUeNouaHbIN NIEUNKO3;

- OpPUTPEMUS;

- UICTMHHasa nonuumnTemua Bakesa-Ocnepa n gp.
Jlenko3bl numcounTapHOro NPOUCXOXKAEHUSA:

- XPOHNYECKNN NTMMAOUNLHbIN NENKO3;

- InMmdpomaTtos Koxu (bonesHb Cesapn);

- NnapanpoTenHeMUYECKNE NenKo3bl (MMerioMmHasa 6onesHb,

nepBuYHas MakpornobynuHemunsa BanbaeHcTpema,
bonesHb Taxenblx uenen PpaHKnnHa).
Jlenko3bl MOHOLMTAPHOIO NMPOUCXOXAEHUSA:

- XPOHNYECKNA MOHOLMTAPHbIN NENKO3;

- TMCTMOLMNTO3bI.



3aboneBaemMoCTb pa3fiIu4HbIMU BUOAAMU JIEUKEMUUN
B 3aBMCUMOCTM OT BOo3pacTa

OJ1J1 — ocTpasa numdobnacTHasa nenkemMus; OMI1 - ocTpas muenobnacTtHaa nenkemus;

XJ1 — xpoHunyeckasa numdountapHana nemkemus;  XMJ1 — xpoHuyeckas mmenouutTapHas
NenKeMums.



XpoOHn4yeckKue nenKkosbl



XPOHNYECKUN MUNESIONEeNKo3
(XxpoHUYeckass MuenouuTapHasa nemkemus)
OTO KNoHasribHoe MuernonponugeparneHoe

3aboneBaHue, NnopaxatoLlee CTBOMNMOBYIO KIETKY,
KOTopasa npoayuupyeT nonynsaumio (KnoH)
anpdepeHLNPOBaAHHbIX TEMOMO3TUYECKNX KNETOK
— NMPeaLeCcTBEHHNL, FpaHynounuTapHoro psaa.
Mopdornornyeckum cyoctpaTtomMm ABMAKOTCS
3pernble U cCo3peBaloLLNE KNETKU

rpaHyfoLMTapHOro POCTKa KPOBETBOPEHUS.



XPOHNYECKNUN MUNESIONEenNKo3s

XMIJ1 - ogHO 13 camMmbix YacTbiX 3aboneBaHUI B

rpynne XpoHunyeckux nemnkosos. XMJ1 3aHumaeT 3
MEeCTO cpeau NeNKo30B.

3aboneBaeMoCTb cocTaBnseTt 1-2 cnydas Ha

100 000 HaceneHus.

Ha XMJ1 npuxogutcsa 20% Bcex NenKo30B .



XPOHNYECKNUN MUNESIONEenNKo3s

XMIJT vawle nopaxaet nuy, 3penoro sBo3pacta (nuk
3abonesaemocTtn — 45-55 net). Ho BCTpeyaeTcH
y noxunbix (10-30%) n gaxe y geten.

C yyeTomMm cpegHen NpoaomKUTENbHOCTY
ecTecTBeHHoro tedeHusd (3-5 net) XMJI
CUNTAETCHA OTHOCUTENBLHO 3NTOKA4YE€CTBEHHbLIM

3aboneBaHunem.



XMI: naTtoreHes

OTnonorus He yctaHoBneHa. Mimeetcs gokasaHHas CBs3b C
MOHU3NPYIOLLIUM 0OnyYeHNEM.

Pe3ynstnpyowmm adeKT 3TUONOrMYeckoro goaktopa

N3y4YeH XOPOoLLO.

Punagenbdumnckas xpomocoma,
Ph-xpomocoma € yKOpOYEHHbIM
OVNHHBIM Nie4oM 22 napbl
BbiaBnseTcs y 95% naumeHtoB XM/




dunapgenbdunmnckaa xpomocoma npu XMJ1

£(9:22)(q34;q11)

TpaHc...

...FioKauus CnuBHOM
abl-ber

abl gene bcr gene m reH =~

9 22 9 22 chunagen.
yAnuHeHue XpomMocoma

C 9 Ha 22 xpomocomy nepeHocutcs reH ABL (Abelson leukemia virus),
KoTopbIn cnuBaeTca ¢ y4actkom BCR (breakpoint cluster region)




ObpasyeTcs XMMEPHbIW OHKOreH, KOAMPYOLLIUIA
OHKOMNPOTEWUH C SHOOMeHHOU TUPO3NHKNHA3HOM
aKTUBHOCTbLIO ‘V

TUPO3NHKNHA3A

v

HapylwieHue perynauum
OerneHuns KreTok

HapyleHne anonTosa
KIeToK

HapylweHue agresumn
K cTpome KM

docdopunmpoBaHme
OenkoB LUMTOCKeNeTa

230-kd BCR-ABL




XMIJ1: KnuHUKa v AMarHocTHuKa
BoigoenstoT 3 a3kl 3aboneBaHus:

1) XpoHunyeckas
2) Akcenepauus

3) bnacTtHbIn KpU3



XMIJ1: KnuHUKa v AMarHocTHuKa
XpoHun4veckasa dpasa.

CumMnTOoMbI HECNEUUdUYECKME: YTOMMISAEMOCTD,
NOTNMUBOCTb, aHOPEKCUA, NnoxyaaHue, cyodpebpunmrer,
TSXKECTb B JIEBOM nogpeodepbe.

dunankarnbHble HAaXOOKW: cnreHoMeranus y nonoBUHBGI
naUueHToB, pexe — renatomMmeranus.

Y 40% naumeHToB KIIMHUYECKON CUMNTOMATUKU HET.



XMIJ1: anarHocTuKa

XpoHunyeckaa gasa.

B kpoBu: nenkoumTtos > 25 x
10° (nHorma > 100 x 10°)
3a CYET HENTPOMUIIOB C
PE3KMM COBUIOM BNEBO 40
MWENOLNTOB,
NPOMUESIOLNTOB U Aaxe
eANHUYHbIX
MmnenobnacTos.

B 30-50% cny4aes
oTMe4aeTcsl TPOMOOoLINTOS.

Penko — 6asodounums un
bazopununs/ao03nHopunms




e

XMJT: Xporudeckas dasa

C/A Heitpodmun
! ,;' ]

MeTawenouwT

"k +¥
Hespenbm

3031HOVN
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Muenobnact * Tpommenouur

Muenowur TTpommenoLyT




XMJ1: anarHocTUKa

XpoHu4yeckasa dpasa.

B KOCTHOM MoO3re:

rMNEPKIIETOYHOCTb 3a CYET
rpaHynoumnToB,
nenko/aputpo 10-20/1,
MHOIO MErakapuoLuToB.

bnactbei+npomuenountbl <10%




XMIJ1: KnuHUKa v AMarHocTHuKa

das3a akcenepauuu.

CUMNOTOMbI MIHTOKCUKaLIMN: NUxopagka, occanrmu,
HapacTaeT crnreHomMeranums

B kposu: 1) pocT nenkoumtosa (>50x10°%n), 6nactbl > 10%,
bnactbi+npomuenountol >30%; 2) aHemus; 3)
TpomboumToneHus; 4) 6asodnnbHO-303MHOPUITBHAS
accouunaums.

B kocTHOM Mmo3re: bnactbl >12%

[MPN3HAKWN MOJIMKITOHOBOCTMW:

[eHeTU4ecKkun aHanm3a: JONONMHUTENbHbIE XPOMOCOMHbIE
abeppauun (Tpucommsa no 8 nape, gononHutenbHas Ph-
XpomMocoma)

HeadPpeKTUBHOCTL Tepanuu.



XMJ1: 6a3opmnbHO-303UHOPUINEHas
accouvauus




ACeH., 62 Ioaa

IMpomuenonuT - 4% Muenodnacru - 2%




XMIJ1: KnuHUKa v AMarHocTHuKa
bnacTHbIN KpuUs.

CTonKkne cuMnTOMbI MHTOKCUKaLINW.
PocT ceneseHku, MHPapKTbl B HEN.
Ouvarn capkoMHoro pocta (n/y; koxa).
Jlenkemungbl B KOXxe

Hewnponenkemus.



femopparnyeckmun cuHgpom npu XMIJ1

Ha koxe CUHIoLLHbIE orpaHn4eHHbIe I/IHCbI/IJ'IpraTbI, KPOBOU3JTUAHUA




NHunbTpaumsa geceH n a3blka npu
nenkose




B kpoBu: 6nactbl >30%, M.0. «NnenkemMmyeckuin nposan»

XMIT: GnactHbIn kpu3

XMI: GnacTHIN kf

2

Muenobnact |




XMJ1: neyeHue, NnporHos

[lpo2HO3 onpeaenseTca ctTaanen XpoHNUYECKOro
MUENONenKosa.

XpoHunyeckaa asa npogosrkaerca ot 2 4o 5 ner (B
cpegHeM - 4 roga), uspenka 8—10 net. ®asbl akcenepaumnm
n BNacTHOro Kpmn3a NpoaosrKarTcsa oT 3 40 6 MecsiLEB.

1900-1950-€e rT. — 0bry4YeHme ceneseHku
1950-90-e rr. — mmenocaH

1990-€e IT. — rugpoKkcMmMoYeBUHA; anbda-nHTEPdEPOH +
LMTO3ap. YanuHeHune xp.dasbl o 7 net. Yacrto —
remaTtonornyeckas pemuccus, B 50% cnyvaes —
LuTOoreHeTn4yeckas pemmccua (mcyesHoeeHune Ph'-
XpoOMOCOMbl). MonekynsipHon pemuccum He ObiBaeT
(oHkonpoTtenH ABL-BCR He ncuesaer).



XMJ1: neyeHue, NnporHos

C koHua 1990-x rr. Hactynuna apa umatnHmba (ITIMBEK)
— crneungnyeckoro HrIMbunTopa TUPO3NHKNHASLI.

[emaTonornyeckas peMmccua OOCTUraeTca y Bcex
nauneHToB B xp.dasy, y 70% - B dpasy akcenepauuu, y
30% - B chady bnacTtHoro kpusa. LiutoreHetnyeckas
pemunccua gocturaetcsa y 50% nauymeHtoB. MonekynspHas
pemuccus — y 4% 60nbHbIX.



XMJ1: neyeHue, NnporHos

EOovHcTBEHHbLIM MmeTo nanedeHmna ot XMJI1 —
TpaHCnaHTaunua KOCTHOro Mo3ra U CTBOMNOBBLIX KNETOK.

CoBpeMeHHas TakTuKa.

1.B Bo3pacte go 45 net — TKM ot HLA-coBmecTumoro
POACTBEHHMKA, 00 35 NET — OT HE POACTBEHHMKA.

2.B ocTanbHbIX crniyvyasax — rmmeek unun anbda-e+umtosap
Ha 12 mec. pu oTCYyTCTBUMN LUTOreHeTu4ecKkoro adpekra
y Mmonodbix nauneHToBs — TKM; ocTtanbHbIM — NPOAOIMKUTb
MeONKaMEHTO3HOE JEeYEHMeE.



XpoHn4yeckum nnmd onenKkos
(xpoHn4yeckaa numcountTapHas nemkemums )

1. OnyxoneBoe 3aboneBaHne nMMMdaTtn4yeckom TKaHu
MOHOKINOHOBOW Npupoabl € 0ba3aTtenbHbIM NePBUYHbLIM
nopaxeHnem KOCTHOro Moa3ra, rnpeacraBneHHoe
OTHOCUTENbLHO 3penbiMu numdoumntamm (B 95% - B-
numdoumntamu, B 5% - T-numdoumtamn).

XJIJT — camMbiv YacTbi N3 NTENKO30B B3POCHbIX.
3aboneBaeMoCTb XPOHUYECKMM NTMMMPONENKO3OM B
pa3HbIX cTpaHax koneodretcs ot 0.04 oo 3.7 Ha 100 000
HaceneHus. INuk npuxoantca Ha Bo3pacTt 50-70 net (20
cnyyaes Ha 100 000 HaceneHus).

4. B 2 pasa 4valle 00nerT My>XYMHbI.

SEN



XJUJ1: aTnonorua v nartoreHes
1. Hauboree BepoaTHa BUpYyCHaa npupoaa 3aboneBaHus.

2. BeposaTHa HacneacTtBeHHas npeapacnosioXXeHHOCTb
(HakonsieHne B CEMbSIX, Yallle BCTPEYAETCS Y EBPEEB
CLWA, pegko — y kazaxoB)

3. YacTo BbIABNSAKTCA XPOMOCOMHbIE abeppaunmn: TPMCOMUS
no 12 nape, geneunun (139-,149-), n3bbitok (11g+, 14qg+).

MyTauuna npoucxoauT B 1 KneTke-npealecTBeHHLE,
OatoLLEen KIoH onyxXosieBbIX KNETOK, CNOCODOHbIX
ondpdepeHumnpoBaTbes 4o 3pernbix dopm. Cybctpar

ONyxomnu — 3pernbie NMMMAOLUTHI.



XJ11: atmonornss u naroreHes
O,EI,HaKO prHKLI,I/IOHaJ'IbHaFI HenoJIHOUEeHHOCTb OI'IyXOJ'IeBbIX

NMMM@OLIMTOB NPUBOAUT K HAPYLLIEHWUIO
MMMYHOJIOrMyeckoro romeoctasa. [loatomy 4acTo
Pa3BUBAOTCA ayTOMMMYHHbIE KOHMITUKTbI
(ayTOMMMYHHbIE FEMONNTUYECKME aHEMUU U
TPOMOOLMTOMNEHUN); CHMKAETCSA NMPOTUBONHMDEKLMOHHBIN
N NPOTUBOBUPYCHbIA UMMYHUTET .

PaspacTtasicb, onyxonb YyrHeTaeT HopMarbHOE
KPOBETBOPEHME, PACNpPOCTPAHAETCA Ha n/y, CENE3eHKY,

neyYyeHb, MOXeT JaBaTb MECTHbIM CapKOMAaTO3HbIN POCT.



XJ1J1: KnuHukKa.

XpoHu4yecknn nnmdponenkos HeogHopoaHoe
3aboneBaHmMeM Kak no CBOMM KIMHUYECKUM
NPoABMEHUAM, TaK U NO TEMNAM Pas3BUTUA U
ONUTENBbHOCTUN TeyeHusd. B To BpemMs Kak cpeaHsas
NPOOOIKNTENBHOCTb DONE3HN COCTaBNSET 5-6 reT,
NMEITCA crnyyaum Kak 2-3 netHero, tak n 20-30 neTtHero
TEeYEeHus.

bnacTHble Kpu3bl HAbNOOAKTCA KpanHe peako,

He pa3BuBaeTca Takke BTOpUYHaAA Pe3UCTEHTHOCTb K
LMTOCTaTUYECKMM MNpenaparam.



HavanbHaa ctagusa XJ1J1.

Yawle Bo3HMKaeT 6eccMmMnToOMHO.
BuisiBneHne 3aboneBaHnUss HOCUT
Clly4YauHbIN XapakTep, YaLle no
N3MEHEHUSIM B 00LLIEM aHanm3e KpoBW.
MoryT 6bITb Xanobbl HecneunpPnyeCcKorG=—
Xapaktepa: obLasa cnabdocTb,
MNOTSINBOCTb, YTOMJIAEMOCTb, CHUXEHNE
TPY4OCNOCOBHOCTM.

Bo3moXxHO yBennyeHne ogHoro
numdoyana unuv rpynnsl NIMM@Ooy3noB
(LLEeWHbIX, MOAMbILLIEYHbIX, MaX0oBbIX).
ITnmdooy3nbl 6€360Mne3HEHHbI,
9NacCTU4HbI, MOABWXHbI, HE CMadHbI
Mexay cobon.

YBENUYEHUS NEeYEHU N Cerie3eHKN HeT.




HavyanbHaga ctagus
XJ1J1. KapTuHa KpoBwu

XI: numdcountol

1. B remorpamme: NnenkouuTos C NJIOTHBLIM CTPYKTYPUPOBaHHbLIM
SApOM :

ymepeHHbIi (30-50 x 10%/n) 3a
cyeT numdoumntos (40-50%), npu
9TOM abCosoTHbIN MMM OLNTO3
OOIMKeH ObITb HE MeHee 5 Ha
10%/n.

2. B KkpoBu nosBnsTCA KNETKN
nenkosnin3a — TeHn boTknHa-
['ymnpexTa.

3. B kocTHOM mo3re - numonaHbIn g
POCTOK COCTaBMSET HE MeHee 30%
(30-40%) kneTok, oTMe4aeTcs
HEKOTOPOE CYyXXeHune
SPUTPOUOHOIO U
MerakapuoumTapHOro pOCTKOB.
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Tenn borknna-I'ymmpexra 5-10 B moie 3pernn




Pa3BepHyTas CTa.qvm XJ1.

1. JlnmdpoageHonatus
pacnpocTpaHAeTcsa Ha HOBbIE
PErMOHBI.

2. YacTto renartocnnieHomMeranus,
noxygaHue, CKNOHHOCTb K
NHMEKLINAM. =

3. XapakTepHbl peumansmpyoLng =
NHEeKUMn 13-3a %
rmnoramMmmarnodynmHe Mnu:

NMHEBMOHUN; BPOHXUTBI, KOXKHbIE
HarHoeHus (0cobeHHOo nocrne
YKYCOB KOMapoB) :

BupycHble HeKUunmn: herpes zoster

[ pnbKoBbIE MHMEKLMN.

MIMMYyHOKOMMMMEKCHbIE 3aboneBaHuns.
Paku.




PasBepHyTasa ctagusa XJ1JI:
KapTHa KpOBM.

1. B 2cemoepamMme - HapacTaHue
NMM@OLIMTApPHOro NenkouunTosa
CTeneHb NenkounTo3a MOXeT
6biTb pasHou (ot 50 x 10%n go
800-900 x 10%/n), pegko nveer
MEeCTO NenKoneHn4eCcknn
BapUaHT.

2. B nepughepuyeckou kpoeu XNN: numdroumTe! ¢ rpy6oi
NMMAOLMTEI COCTaBASAOT P
60-90%, noaBnNsATCA Monoable
doopmbl (NPONIMMAOLINTBI U
nmumdobnacTbl).

3. YacTo BbIABNSIETCA aHEMUS,
TPOMOOLIMTONEHUSA, TEHU
boTkuHa-I'ymnpexra.

XJI1: atTunuyHble 6onbuine NMMAPOLUTLI




ko=

b

TepmuHanbHaa ctagua XJJ1.

HapacTtaeT MHTOKCUKaLUUSA, KaxeKkcus.

XapakTepHo npucoeanHeHne NHJeKLUUN.

[ emopparn4eckmm CUHOPOM.

Bo3MOXXeH capkoMaTo3HbIN POCT 1/y

B aHanunsax KpoBu - pa3BnBaeTCs TshKernas LMTONEHUS:
aHeMusi, TPOMOOLMTONEHUSA, NEUKONEHUS.

Bo3MoXXHO nosiBrieHne bnacTtHoro Kpuaa (yBenmyeHue
kKonun4dectBa numdpoodnactoB donee 20-30% B KOCTHOM
Moa3re).

Uale 6onbHble nornbatoT He OT BnacTHOro Kpusa, a oT
npucoeanHeHns apyrmx donee rpo3Hbix 3abonesaHnu,
KOTOPble MOTYT MOSAABMNATLCA U B pa3BEPHYTYIO CTaauto
(NMMMdoocapKOMbI, paku - YaLle KOXWU, OPOHXOreHHbIN pak U

ap.).



KnuHnyeckue chopmbi XJJ1.

1. Jo6pokayecmeeHHas!
[lpoTekaeT rogamu n gecatunnetTnsamu. JinmdoounuTos HapacTaem
MeaneHHo. JinmdoaaeHonatusa NoABNAETCSA CNyCTH rogbl OT

numdountosa. TAKTUKA «BHUMATENBHOIO OXUaaHUsS»

2. lIpoepeccupyrowas
JNIinmdooumTos n numdcoageHonaTUss NPOrpeccMpyroT BbICTPO.

3. Onyxoneeasi

3HauuTernbHOE yBENUYEHME rpynnbl Nn/y. YMepeHHasi crnneHomeranums.
HeBbicOKuin nuMdounTos.

4. CnneHomMez2anu4eckas

BoipaxeHHas cnneHomeranus. JinmdoageHonatmsa He BbipaXkeHa.
JlenkoumTo3 pasnmyHbIN.

5. KocmHomo3208asl.

HeT numdoageHonatum n renatocnrieHomMmeranuun. dndpdpysHas
NHPUNBTPaLUA KOCTHOro Mo3ra. bbICTpoe HapacTaHue nenkounTosa.
[Tnoxon NporHoas.



KnuHnyeckue chopmbi XJJ1.

6. XJ1J1 c yumosniuzom
[[emonuTnyeckas dHEMUA; TpOM6OLI,I/ITOI'IeHI/IFI; MHorga - HeI7ITpOI'IeHI/IFI

/. lMponnumgoyumapHas

bBbicTpoe passuTue crnineHomeranmn. YMepeHHas numdoageHonaTtus.
[MponumdoumnTbl B KpoBU. [TpOrHO3 nnoxoun.

8. BosrtocamoksiemoyYHbIU J1elUKOo3

CnneHo-renatomeranus. Het numdoageHonatum. B KpoBu —
uuToneHun. TeyeHue obicTpoe (2 — 5 ner)

9. T-gpopma
Peskas cnneHomeranus. JlinmdoageHonatua BblpaXkeHa.
NHoumneTpaumsa Koxu. TedyeHne BbICTPo NporpeccupytoLLee.



Koro v koroa HaunMHaTb NeYnTb?

Knaccudpukauyus Rai (5 cmaduu).

0 — mosibKo nuMgoyumos Huskuli puck - >14nem
I — numgbouumos ¢ numghoadeHonamuel [MpomexymoyHbiii
Il - + cnneHo- unu 2enamome2anus puck — 7,5 2oda

lll — + aHemus (<110 2/n) Bbicokuti puck — 2,5

IV - + mpom6oyumoneHusi (<100x 10%n)  2°9a

Knaccugpukayus Binet (3 cmaduu)
A — Hem aHemuu, Hem mpombéoyumorneHuu;
yeesiuyeHue s/y < 3 30H (wes, n/mMbiw., nax., 14nem
ceJie3eHKa, rne4yeHsb.
B - Hem aHemuu, Hem mpombéoyumoneHuu;
yeesniuyeHue s1/y 8 3 u 6osiee 30Hax.
C — aHemus (<100 2/n) u/unu 25

: ,5 200a
mpombouyumoneHusi (<100x 10°/n)

5 nem



XJ1J1: neyeHue

«BHuUmaTtenbHoe oxungaHue»

MoHoTepanus

— 'KC (npu ayTOUMMMYHHBbIX LIUTOMEHUSX)

— Ankupupyrowme ymtoctatukm (Chlorambucil,
Cyclophosphamide)

— AHanorn nypuHa (Fludarabine, Cladribine, Pentostatin)

KombuHupoBaHHaa Tepanus

— Chlorambucil/ Cyclophosphamide + Prednisone

— Fludarabine + Cyclophosphamide +/- Mitoxantrone

— CVP, CHOP

MoHoOKNoHarnbHble aHTUTena (MOHO- U B
KOMOUHaLuun)

— Alemtuzumab (anti-CD52)
— Rituximab (anti-CD20)
CnneHakToMuA

JlyyeBag Tepanus



XJ1J1: neyeHue

e TpaHcnnaHTauusa CTBOJSIOBbLIX KIeTOK
e HoBble cpeacTBa

— Oblimersen — bcl2-directed antisense
oligonucleotide

— Lenalidomide
— Flavopiridol
— Anti-CD23

— Anti-CD40

* MoppepxuBarowjas Tepanus (anmonypuHon,
rpaHynoumnT-ctTuMmynupyrowme daktopbl pocTa,
TpaHcdy3uun 3IpUTPOLNTOB N TPOMOOLIUTOB,
UMMYHOIIO0YNNHbI, aHTUOUOTUKMN)



[lporHocTnYeckue pakTopbl

1) Numdountos < 50x10%n — 14 net
>50x10°n — 4 rona
2) YnoBoeHune numdgoumntoB >1 roga — 15 net
<1 ropga— 6 net
3) NHpuneTpaumnsa KOCTHOro Mmo3sra:
HegnddysHaa — 14 net
onddysHaa — 4 roga
Kputepuun pemuccum:

NMumdboumnTos < 4x10%1; HET aHEMUU; YMEHbLLEHNE B
pasmepax 1n/y u cerneseHkun; cogepxaHne nmmgoumnTos
B KOCTHOM Mo3re < 30%



