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OmnpeaeseHUE AEVIKO30B

Onyxonb, BO3HMKLLAA n3 KNeToK
KPOBETBOPHOM CUCTEMblI C MNEPBUYHBLIM
0693aTeNbHbIM  MOPAXXEHMUEM  KOCTHOIO
MO3ra.

BbiaensarorT:
s OCTpble nenko3bl (97%)
s XpOoHM4yeckune nemnkosbl (3%)
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OcTtpble A€HTKO3bI

3/10Ka4vyecTBeHHas nponndepaunsa KpoBeTBOPHbIX
KNEeTOK, BO3HMKAlOLWAA BCNeaCTBME COMAaTUYECKOW
MyTauum B OAHOW CTBOJZIOBOM KJIETKE, MOTOMKMWU
KOTOpOW POPMUPYIOT JIEUKEMUYECKNWN KJTOH.

HeobxoanMbIM YCJ/IOBUEM Pa3BUTUS
NENKEMNYECKOIO KJIOHA SBJIIeTCS pacCTpPOUCTBO
NpoOLLeCCOB KJ/IETOYHOU ANDPADEPEHLIMPOBKN U
nponndepaunm C HakKonJeHneM He3spenbiXx PopMm
KPOBETBOPHbIX K/1ETOK.



DTUOAOT U

NoHn3npyouwaa pagnaumng.

XuMuyeckmne BewectBa — 6OeH3UH, TaxXenble
MeTaNnNbl, HedPTHaHble NpoAYKTblI B pa3sutnun OMIJI.

JlekapCcTBa — WCMNOJ/Ib30BaHWEe anKUIUPYOLWWNUX
npenapatoB B CO4YeTaHUM C paaunoTepanuen
NOBbLIWAT pUCK pa3sutmna OMIJI.



DTUOAOT U

s MOHO3UIOTHbIN 6nn3Hey wunmeetr 20% puck
pazsntnga OJ1 nNpn BO3HWUKHOBEHUM NenKo3a Yy
ero 65im3Heua B nepsble 5 NeT XXU3HWU;

= HacTtoTta nemkosa y cnbcoB 60/bHbIX JIEMKO30M
B 4 pa3a Bbille, yeM B 0b6Lien nonynsaumm



DTUOAOTHUSA

XPOMOCOMHbIE aHOMaIMN — CUHAPOM [layHa pPUCK

pa3BuUTnsa nienko3a 1 Ha 95 (MHTepBas BpeMeHu
meHee 10 net), cumHapoMm bnyma — 1 Ha 8
(Bo3pacT ao 30 ner), aHeMmna ®aHKOHM — 1 Ha 12
(Bo3pact — po 16 ner). Kpome TOro, cuHApOM
KnanHonentepa n apyrme 3aboneBaHus,
CBA3aHHbIE C N3MEHEeHneMm XpOMOCOM,
XapakTtepunsytTtca pa3sutnem OMIJI.



DTUOAOT U

BbepkutTta, T-KNEeTOYHbIM NENKO3 B3pPOC/bIX;
peTpoBupyc tmna C - T - KJE€TOYHbIKN NENKo3
B3pOC/1bIX;

[ToBblLLEHWE YACTOTbl CJ/lydaeB J1ENKO3a Mpw
crieayroLmx reHeTUu4YeCcKu 06yCcnoBNeHHbIX
3aboneBaHUax:

= HacneacTtBeHHasd arrammarnobynmHemMms, CUHAPOM
LLIBaxMaH-[JanMoHAa, bnekdaHa-anmoHaa,
KocTMaHHa, CWUHAPOM CeMenHOM MOHOCOMUKN 7/,
CEMENHbIN CUMHAPOM MHOXECTBEHHOro paka C
OCTPbIM J1IENKO30M, HEUMpodpmnbpomaTos.



Amauaemuosorua OA

HaceneHus.
YpoBeHb 3a601eBaeMoCTn B roa:

cpean 6enon pacel - 42,1 : 1.000.000 pgetckoro
HaceneHus;

yepHou packl - 23,3 : 1.000.000.

B MNpOMbIWNEHHO pa3BUTbIX CTpaHax 4alle
HabntpaetTcs «common B» y getenm B Bo3pacte 3
- 4 neT, B pa3BuBawWmUxca - 3penbint T- un B-
KNeTOYHbIN Yy AeTten 6onee crapLwiero Bo3pacTa.



Amauaemuosorua OA

Yactota OMJ1 yBenunumBaetcd C BO3pPacToOM
pebeHKka, AO0CTUragd MakCMMyM Yy B3POCSIbIX.

[Tk 3abonesaemoctn OJ1 NnpnUxXoanUTCA HA BO3pacCT
2 - 5 ner.

Jlemko3bl coctasndtwT 25 - 30% o1 Bcex
3/l0Ka4yeCcTBeHHbIX 3aboneBaHum B [OETCKOM
Bo3pacTe, B Pb - 24,44%.



Kaaccudukamnua Aeiko30B

OCTpbI MMenobnacTtHbin nenkos (OMJ1) - 20%:;

OCTpPbIU HeanddpepeHUNPOBaHHbIN NenkKos
(OHAJ1) - meHee 0,5%.

OJ1 cMelLaHHOU NMNHUN:

OJ1J1 c akcnepccmnen 2 MmmenonaHocBsi3aHHbIX Ar - 6%
Bcex cny4daes OJIJ1;

OMIJ1 c akcnpeccnen 2 NTMMAPOUAHOCBA3AHHbIX Ar -
17% Bcex cnydyaeB OMJI;



OJ11: L1- OJ1J1 L1 - manbin ninMmcpobnacTtbl C
He60/1IbLUMM KOJZIMYECTBOM LIUTOMNJ1Ia3Mbl U
Hykneoneun (80% y neren);




OJ1J1: L2- 60onee kpynHbin numcpobnacr c
npeobnapaHvem Hykneoneun (14%);




OJ1J1: L3 - numdobnactbl ¢

6aszodpunbHon uurtonnasmon (1%).
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OMJ1: MO - MUHMMaANbHO
ancdbdpepeHumnposaHHbin OMJ1 - 6% y pneten;




OMJ1: M1 -OMJ1 6e3 cozpeBaHus
10%:;




OMJ1: M2 - OMJ1 c co3peBaHmeM




OlMJ1 5%(ocTpbit NpoMmenounUTapHbIN
NenKos)




M3M - MUKpPOIrpaHyspHbIW
npoMmnenounTapHblin 1enMKo3




OMJ1: M4 - MuenoMoHoOUMUTaPHbI
nenmkos 21%:;




OMJ1: M5 (M5a) - octpbii

MOHOO6/1aCTHbIN JIENKO3
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OMJ1: M5 (M5b) - ocTpblh1 MOHOH6NACTHLIN NENKO3
M5b - 22% vy neten;




OMJ1: M6 - ocTtpad aputponenkemmns - 3%:;




OMJ1: M7 - ocTpuiif

MerakapmnobsiacTHbIN Nenko3 - 6%.




Kaaccudukamnua Aeiko30B

ana OJ11:
paHHUW npe-B - 54%
npe - B - 25%

TPaH3UTOPHbIN Npe-B - 4%
B -kKneTo4uHbIn 3penbin - 2%
T-kneto4yHble - 15%



Kaaccudukamnua Aeiko30B

MMMYHOJIOrn4yeckasn:

Ans OMJI: Mop@osiornyeckas 7
MMMYHOJIOrMYecKas coBrnaaatoT.



IL{uroremernxka OA

rmnoauvniaonaHeln  Habop  (MeHee 46
XpoMocoM) - 7%;

ncesgogunniongHoin - 40%:;

rmnepannaonaHeln 47 - 50 XpOMOCOM -
13%:;

rmnepannnonaHbin 6osiee 50 XpoMOCOM -
29%.



IL{uroremernxka OA

KapnoTuia BblAENAKT CleadyroLWwne.

1. TpaHcnokauuto (t) - obMeH y4yacTKkamMu
MeXay XpOMOCOMaMMm.

2. Hdeneuunto (del) - yTpata XpOMOCOMHOWM
4acTuU CBOero Matepuana.

3. WHBepcuto (inv)- noBOpoT panoHa B
npeagenax ogHom xpoMmocombl Ha 180.



IL{uroremernxka OA

4. BcTaBKy (ins)- BK/AOYEHNE B XPOMOCOMY
HOBOIro MaTtepuana.

5. N30XpOMOCOMY (i)- XpOMOCOMY,
COCTOSILLYO U3 ABYX OAMHAKOBbIX MJiey.

6. [JepuBaT (der)- M3MEHEHHYIO
XPOMOCOMY.



Kanmnuka OA

O6wme CMMNTOMbI BKJ1IOYAIOT:

TeMmnepartypa B 60% csiy4yaeB,
ycrasioctb — B 50%,

6s1eqHoCcTb — B 40%.



CuMnTomMbl, CBA3aHHBIE C

AHEMUNSA— 6/1eAHOCTb, YTOMJISEMOCTD,
Taxukapauns, ANCIMHOE.

HentponeHnsa — TeMnepartypa, S3BEeHHO-
HEKPOTUYECKUN CTOMATUT, NUHDEKLIUNA.

TpoMbouuTOnNeHNs — neTexuu, nypnypa,
9KXMUMO3bl, KPOBOTOUYNBOCTb M3 C/IU3UCTbIX,
pelKO- KPOBOU3JIUSIHNE B MO3T.



Tpombormmronnenusa y 6oapHoro ¢ OA




IloparkeHnue AmMdOUAHOM

CUCTCMBbI

JlInMaaaeHonatnd, peako nopakeHue

nMM@oy310B CpeanoCTeHus (cMHApOM
BEpPXHEN NoJION BeEHbI).

CnneHoMeranums.

[ enaTomMmeranms.



YBeAndeHUE CPEAOCTEHUA

Medscape ® http:/vvwwmedscape .com



Pacompenne cpeaocrerusa Ha KT

http:/vvwwmedscape .com



I'emarocnaenomeraausa npu OA

}




DKCTPAMEAYAAAPHOE ITOPAXKEHUE

(5 % )

[IpU3HakKM M CUMMOTOMbI  MOBbILLEHUS
BHYTPUYEPENHOro AaBJ/iIeHNS — YTPEeHHAS
rosioBHas 6o/sb, pBOTa.

[I[pU3HAKN N CUMMTOMblI  BOBJI€YEHUS
napeHXMMbl MO3ra B MAaTOJIOrNYECKNU

npouecc — reMunapesbl, napananyu
yepernHblX HEPBOB, CyAOpru, nNpu BOB-
IEYEHNUN TOJIOBHOrO MO3ra — aTakcus,

TMNOTOHUSA, rMNeppedneKkcus.



DKCTPAMEAYAAAPHOE ITOPAXKEHUE

nonngarng ¢ 4ypesmepHom npubaBkon B
Bece, HapyLlleHne noBeaeHus.

HecaxapHbin aunabetr (npn BoOBAEYEHUU
3a/lHero rmnodusa).

[lopaxeHne cnmHHOro ™Mo3ra - 6onm B
CrnuHe, HOrax, cnabocCTb, norteps
4YYBCTBUTENBbHOCTMU KOHeYHOoCTeW,

npobneMbl CPUHKTEPOB MOYEBOro Ny3bips,
NPAMON KULLKMW.



DKCTPAMEAYAAAPHOE ITOPAXKEHUE

KOTOpOe BO3HMKAEeT 4valle y nauneHToB C
OHAJT, uem npu OJIJI.

[TPUYUNHBI:

a) NemKocTas B Cocyaax rosoBHOroO Mo3ra,
BeAYWUN K NenkoTpombo3y, UH@MapKTaM,
remopparumam;

6) TpoMmbouuToneHnss M  Koarysonatus
notpebneHus.



HPI/ISHaKI/I IIOPaA’>KEHUA MOYe-

IIOAOBOU CHUCTEMBI

nopaxeHune dauyek - y 10-23% 601bHbIX
MY>XCKOIro rnosna;

6e3601e3HEHHDbI;

CKpbITOE Mnopa)XeHme AnMarHoCTupyerTcsa y
10-33% nauumeHTOB, oOnNpeaenderca vy
MHOIMMX NauueHToB C noMoLbio Y3U;

MHOrAa MOXET MpOABAAETCA reMaTtypuen,
rmnepTteH3nen wuinm OCTPOU  MNOYEeYHOWU
HeaAOCTaTOYHOCTbIO.



HPI/ISHaKI/I IIOPAKEHUA XKKT

YKKT o4yeHb yacTto nopaxaetcsa npu OJIJI.

Hanbonee 4acTtbiM NPOSABIEHUEM SBASETCH
KPOBOTEYEHMNE U3 XKKT.

He nMeeT KIMHUYECKUX MNPOSBNEHUN, MNPpWU
TepMUHaJIbHOW CTaaun JIeMKo3a BO3HUKAET
HeKpoTn4yeckas HTEeponaTus. YacTo

nopaxaeTcs TOJICTbIN OTAeNT KULWeYHUKA -
TUPINT.



HPI/IBHaKI/I IIOPA’KEHUA KOCTEU U

KocTHble 60nn — 3TO0 Haubosiee 4yacTbln
NpU3HaK nopa)eHune KOCTeu "
HabniroaaeTcs y 25% NnaLuneHTOoB.
PesynbTaT Nnopa>keHuns NEeNKO3HbIM
MHPUNBTPATOM KOCTEWM —  [EepPUOCTUT,

MHMAPKTbl KOCTEeW, 3aMelleHUe KOCTHbIX
nosiocten 61aCTHbIMU KNETKaAMMU.



HPI/IBHaKI/I IIOPAYKEHUA KOXKU

4aCTO BO3HMKaeT Yy
60/IbHbIX
HeoHaTa/lbHOrro
nepuoaga npu OCTPOM
HennM@obnacTHOM
nenKose.



IIpusHaku nopa>keHus:A CCC

2/3 NauneHTOoB NMEKT MPU3HAKWU
BOBJIeyeHuns cepae4vyHO-CoCyaAncToun
CUCTEMDI B JIEMKO3HbIX TMpoLuecc wu
ANArHOCTUPYIOTCA 4alle Ha ayToncuuy,
KNMMHUYECKMne TMpU3HaKn nmnopaxeHnud Cccc
MMeloT MecTo MeHee 4yeM Y 5% 60/bHbIX.



IIpu3sHaky noparkeHUA ACTKUX

ABnaroTCA NPpU3HAKN NEeNKO3HOW
MHOUABbTPALMN N KPOBOU3NUAHUA.



Anarmocruka OA

KIMMHn4yeckue NMpodaBJIEHUA

nepnpepmnyeckast KpoBb:
= HOpMOUMWTapHasa, HOPMOXPOMHas aHEMUA.

YMC/10 IENKOUNTOB:
s CHMXEHO, HOPpMaAJIbHOE UJIN NMOBbLILLEHO.

dopMyna KpoBU:
= O6nacros, numdoumnTos.

TpoMbouuToneHnsa 92% nauneHToB.



Anarmocruka OA

Cepbe3Hble KpOBOTEYEHUS BO3HUKAIOT MNpwU
ypoBHe TpoMbouutoB < 25 000.

Mopdonornyeckoe uccnegoBaHune KOCTHOIO
Mo3ra (KOCTHO-MO3roBas MyHKUUSA).

LinToxmmMmyeckoe wuccnegoBaHme KOCTHOIO
MO3ra: MMenonepokcmaasa, amnuasbl,
rIMKOreH, Hecneuepuyeckme acrepasbl
(anba-HadTUNAUeTaTaCcTepa3a M anbda -
HadpTUNOyTUpaTacTepasa).



Anarmocruka OA

MonekynapHo-buosornyeckoe wuccnegoBaHmMe Ha
npoTooHKoreHb! (MLP).

LinToreHetnyeckoe unccnegosaHme. MMT - TecT (Ha
YYBCTBUTEJIbHOCTb K LUUTOCTATUKAM).

NccnenoBaHMe Ha annoTos3.
PeHTreHorpauga opraHoB rpyaAHON KNEeTKW.
Ckenetorpamma (npm HeobxoamMmMocTn).

KT (opraHoB rpyaHOM MoJsiocTn, O6ptowHOn
NONIOCTW, TOJSIOBLI).



Anarmocruka OA.

MOYEeBMHA, Mo4YyeBas KWUCNO0Ta, MevyYeHOYHble
npob6bl, 6UnnMpybmnH n ap.

NccnepoBaHue NMKBOpa: BUoOXMMmMUYeCcKnin
coctaB M kKnetkn. CnMHHOMO3roBast XWAKOCTb
MMEeeT  AMAarHoCTnyeckoe  3HavYeHue npw
ANarHoCTuKe HempoJsienmkosa.

[eMocTasnorpaMmma: CHUXeHune dakTopoB
Koarynaumm dyacrto Habnwogaetca npu OMIJI,
BKJItlOUaeT runodpubpunHorHemuto, gaktop V, IX,
X.



Anarmocruka OA.

NccnepoBaHne @yHKUMM ccc: DK un Y3U
cepaua.

NccnepoBaHue MMMYHOJ10TUMN: YPOBEHb
CbIBOPOTOYHbIX MMMYHOrN106YyNMHOB, YPOBEHb
C 3 unC4.

NccnepoBaHume BUPYCOJIOFMYECKOrro npo-
dunna: Tmtp AT K BUPYCY BeTPSAHOU OCHbI,
LLIMB, AT K BuUpyCcy npocToro repneca,
CKpHUHr AT renatutoB ( HBV, HCV,
HBV+HDV, HGV, HFV, HXV).



Crparerusa aeuenua OAA

Tepammma O 32 mocaeaHEE BpEMA N3MEHHIAACDH C

ITAAATATUBHOU HA PAAUKAABHYIO.
Hnsknir dpakrop pucka;
CTaHAAPTHBIN (PAKTOP PHCKA;

Brrcoxun.



Crparerua aeuenua OAA

I'pymma ¢ HUSKIM pHUCKOM:

)mo mvmyHOMDEHOTHTIMPOBAHUIO HE3PEABIN B-

kAeTounbn OAA;

2) ¢ runepantnironane (ooaee 50 xpomocom);
3) TpaHCcAOKaruen 12;21;

4) Bozpacrom crapie 1 roaa Ao 9 aer;

5) urncaom AemkormToB meHee yem 50.000 ma Mm3.



Crparerua aeuenua OAA

I'pyrmra cpeanero pucka:

DBce mammmenter ¢ T-OAA, mckarowas Tex, y
KOTOPBIX  AWATHOCTHPOBAHA  PEMUCCHAA B
MHAVKIIHOHHYIO pa3y Tepaluy,

2) TAITUECHTHI C T - OAA 1O
NIMMYHO(EHOTUIITPOBAHUIO IIPOTHUMOITUTEI
(CA7+, CA 2-, CA5-) nMeroT XyAITHI HporHos

9yeM [AIAeHTBl C  OoAee 3peApM 1 -

dperotunom.



Crparerusa aeuenua OAA

1) Aenkosbl B-kAeTOUHON AMHUU IPU HAANYUU
reaa BCR-ABL, tpanca. (9; 22);
2)IAIIEPAECUKOITATO3;

3) TIIAOXOH OTBET Ha IIPEAHH30AOHOBYIO
Ipoasy;

4) tpancaoxkarmua 4,11; 11,19;1,11 (y aererr ao
rOAQ);

5)OTCyTCTBHE  OTBETAa HAa  HHAYKIHOHHYVIO
TEPATIHIO.



Aeuenue

CoBpeMeHHad  XuMuotepanna -  3TO
KOMObWUHMpoOBaHHOE, NHTEHCUBHOE /1eveHune,
KOTOpoe npoBOAUTCA  onpeaeneHHbIMU
UMKMIaMWU C  WUHTepBaJlaMMn  pa3/INyHOM
NPpOAO/IKNTENBbHOCTW.



Aeuenue

3/10Ka4eCTBEeHHbIMU OnNyXondaMun
KPOBETBOPHOU N NMMPONAHON TKAHW

BblAENAOT cneayowme 3Tanbl:

1)MHAYKUNS peMUNCCUMN,
2) KoOHconuaauus,

3)noanepXxueatrllee nedyeHne B nepuoae
pemuccumn (ana OJ1J1).



Kaaccuduxkanmus nporuBooOnyXxojeBbIX

JCKAPCTBCHHLIX CPCIACTB

IMOMXUH, XJIOPOYTHH,

L. Aakuaupywomue A XJIOP3THJIAMHHBI
nukKJaopochan

COoeIMHEeHUs
b.9THjIeHUMUHBI Tuodochamua, oensored

B.IIpou3BoaHbIE HUTPO30MO4Y€EBUHBI I'mnpea, HUMUCTHH

I'.IlpousBoaHbIe MJIATHHBI Kapoonuarus,

HHUCIIATHH
J.Ilpou3Boanbie MeTaHCyb(poHOBOIT  bucyinbgan
KHCJIOTHI

2. AHTUMETA00IUTHI A.AHTAroHUcThl osmeBor kKUCaA0Tbl  MeToTpekcar

b.AHTaroHuCTHI NypUHAa MepkanTonypuH,
TEOT'yaHUH

B.AHTAroOHUCTHI MUPUMHUTUHA IHurapaOuH,
¢paynapadun

I"MHruouTOpsl THAMUANIATCHHTETA3bl  PanaTuTpexces



Kiaccupurkanus npoTuBOOIyX0JdeBbIX

JIEKAPCTBEHHBIX CPEACTB (MPOI0JIKEHHE)

3.PeTuHONABI ATRA
4. CpencrBa A.AJIKaJI0UIbI Beszenua(3TONM0o3ua), BUHOJIACTHH,
PACTUTEJIBHOIO BHMH/1€3UH,BUHKPECTHH, TEHUITO3H/I
MPOUCXOKIECHUSA
P Bb.Takconanbl Jlonerakces, NaKJINTAKCEJ
S.IIpoTuBoomy- A.AHTPALUMKJIMHBI JlayHOpyOMIIUH, TOKCOPYOMIIUH,
X0JI€BBIC IMUPYOUIIHH, HIAPYOULIMH
aHTHOHOTHKH B.AHTpaneHIMOHBI MHTOKCAHTPOH
B.AKTHHOMHUIIMHBI JaKTHHOUHH
I.MyTa3anbl MuTomMuiuH

/1. BoicokomoJiekyasipable bieomunms
0€JIKOBBIE COCAUHEHN S

6. ®epMeHThI L-acnmaparunasa

7. TopMOHAJIbHBIE MIPenaparbl IMpeaHn3010H, 1eKCAMETA30H



MUTOTUUYECKUUN KJIETOUHBIN ITUKII

AHTpPAUUKJIUHBI AHTPAUUKJIUHBI
Bunkpucrun Bunkpucrun
JTOono3usa HuTo3ap
MHTOKCAHTPOH AHTPAIUKJIHHBI MepkanronypuH
BuHkpucTHH
ITONMO3U/I
I{uTo3ap
MMUTOKCAHTPOH
MepkanronypuH

M - muro3, S - nepuon cunreza JTHK, G, - moCTMHTOTHYECKHH TNEPHOA, BO BpeMsl
Kotoporo mnpoucxonutr cuHte3 PHK, G, — mnpemutoTMyeckuii mepuoia, BO Bpems
KOTOPOr0 MPOMCXOAMT CHHTe3 0esikoB MHTOTHYecKoro Beperena u cunres PHK, G -
Nepuo] BPEMEHHOI'0 MOKO.



Aeuenue

IPPEKTUBHOCTU TEPANMNAN MPpOBOANTCA.

1.M0 ANHAMUKe KMUMHNYECKNX
NpOSAB/EHUN,

2. TeMnaM HopManusauunm nokasareneu
nepnpepnyeckon KpoBM WU KOCTHOIO
MO3ra.




Aeuenue

3/T0OKaQ4HECTBEHHbIX OI'IYXOJ'IGVI CHUTAKOTCHA.

1. MakcMManbHO paHHee Hayano KOMMJEKCHOro
neyeHMa C MOMEHTaA YCTAHOBJIEHUA  TOYHOrO
AunarHosa.

2. [NpoBeageHne nevyeHnsa B Creuman3mpoBaHHbIX
NETCKMX OHKOJIOrMYECKUX CTaLunoHapax.

3. cnonb3oBaHne KOMObMHAUMN LUUTOCTATUYECKUX
npenapaTtoB B aZleKBaTHbIX A03aX N pexXmMax Kak B
OCTPOM nepuoae, Tak U B peMmuccumn (nedyeHue no
NPOTOKOJ/IaM).



Aeuenue

CMMNOTOMAaTU4HECKOIo ev4eHun4 C

NpUMeHEeHNEM KOMMOHEHTOB
reMoTpaHCPY31MOHHOW Tepanuu
(TpOMOOKOHLIEHTPAT, SpuUTpoLMTapHas

Macca).



Aeuenue

onpenendeTcya TpemMsa PakKTopaMu:

dapMaKoOKMHETMKOW npenapaTa;
BpPEMEHEM reHepaLunm onyxoneBblX KNETOK;

B/IMSIHMEM nMpenapata Ha nepexoa KJeToK M3 oAHOU da3bl
KNeTOYHOro unkKsa B Apyryto.



Aeuenue

MaKCMManbHO TMOJIHOE VyAaNeHne NENKO3HbIX
KNeTokK, a noaaepxwueatouen Tepanum -
KOHTPOJ1b 3@ BXOXAEHMEM B MUTOTUYECKUN LUKII
N AeNeHNEM MoKoALWwmMxXca 6,1aCTHbIX KIETOK.



Aeuenue

JTany NHOYKTUBHOM Tepanuu
npealecTByeT HeaebHas
LUTOpeaAYKTUBHAA @a3a, uUefiblo KOTOpOWU
ABNISIETCH YMEHbLLUEeHNE obbeMa

OMyxo/1eBOM  MaccCbl, npeaynpexaeHue
OCTPOro J<in3nca OnNyXoJsieBbliX KJ/ETOK,
onpeaeneHune YUYBCTBUTENIbHOCTU
onyxoneBbixX kKneTok K 'KC.



Aeuenue

(BUHKPUCTUHAQ, npeaHnN30/10Ha, o=
acnaparmHasbl) MNO3BOJISAET NOCTUraTb
nosiHom pemuccnmn 'y 85-95%  peten.
[obaBneHune K HUM aHTApPLUUKINHOB
NpaKTUYECKU yABanBaeT ANNTENbHYIO
6e3peunamBHYO BbIXXMBAEMOCTb C 39% A0
64%.

Y pgetenm naoxoro nMUTaHuUA BbI)XKMBAEMOCTb
coctaBngeT - 26% no cpaBHeHUtO Cc 83% Yy
netem Cc HopMalbHbIMM Maccou Tena W
NMUTAHUEM.



Aeuenue

[Mpn  nedvenHnn OJIJT BbLICOKOAO30HbLIMU
6nokamm [NXT K nedeHuto pobasngatoT [-
KCO®. lpucoeanHeHne [-KCO K neyeHuto
He BAUSET Ha Nposindepaumnto onyxoseBblX
KNeToK; He yMeHbLUaeT NPOLEHT
NOCTUXKEHUS DEMUCCUMN; NOCTOBEPHO
COKpallaeT AJIMTEeNbHOCTb arnjaasvm u
YNCNO UHPEKLMOHHbIX OC/TOXKHEHUN.



Aeuenue

CTaHAapTHbLIM puckoMm. B atom rpynne TKM
NpoBOAUTCA NpU peunmamBe WU  Npw
PEe3NCTEHTHOU (POpMe.

AnnoreHHad TKM noka3aHa y 60nbHbIX C
BbICOKMM puckom - t (9;22), t (4;11). 5-
neTHas 6e3peunamBHasd BbDKMBAeEMOCTb
6onbHbIX ¢ OTKM B nepBon pemMuccuu
cocTtaBngdet 54%.
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XpOHUYECKUU MUEAOUAHBIN

AENKO3

XMJ1 - KnoHoBOEe MuesnonposinpepaTnBHoe
3aboneBaHne, BO3HUKaAWOLWEEe U3 PaHHUX

npeawecTBeHHNKOB MMENOoNno33a,
Mopdosiormyeckmm cybcTtpatoM KOTOPOro
SABJISIIOTCH NnpenMyLLeCcTBEHHO

co3peBalollne 1 3penble rpaHynouuThbl, B
OCHOBHOM HenTpoMubl.



PacripocTtpaHneHHOCTH

Y peten XM BCTpeYyaeTcda C 4YacCToTou
1-3% oT cny4daeB AeTCKUX NenKOo30B.

[lepBoe rucronornyeckoe onumcaHme XMIJI
661210 AaHO BupxoesbiM B 1845 roay.

3aboneBaemMoctb Ha 100 000 perckoro
HaceneHuna coctasngdert 0,12.



DTUOAOT U

1. NoHn3npyoLwasa paanauuns.

2. HekoTopble XMMNUYEeCKNEe areHThbl.



I1arorenes

coMaTmnyeckom MyTauMm B  CTBOJIOBOMU
reMOono3TUYECKOWN K/eTKe, npuBoasdllen K
obpa3oBaHMIO XPOMOCOMHOINo Mapkepa -

Ph-xpoMocoMbl 7 reHa bcr-abl,
npoayunpytoLiero 6enok p-210,
ob1agatowmnin TUPO3NHKUHA3HOM
aKTUBHOCTbIO, KOTOpass n obycnaBnuBaeT
XapaKTepHbIW ans MUesiIoJIenKo3a

HapacTalLWwnMn N1enKoLnTOo3.



Kannuka

BoigendaT 3 da3bl:
XPOHUNYECKYIO;

nepexoaHyto (akcenepauumn);

6/1aCTHbIN KPU3.



Kananuka

XpoHunyeckass @a3a: peako MnoT/MBOCTD,
cnabocCcTb, occanrmmn. Hacto BbIABAAIOT Mpu
npodocMOTpax -  CrJieHoMeranus 7
rmnepnenkounTos. WMHoraa pa3BMBaETCH
norepa annetuta, ©6onM B  XKUBOTE.
[TanbnnpyeTca nJaoTHasa cene3eHka oT 2 Ao
12 cM HMXxXe Kpas pebepHon Ayru.



Kananuka

rmnepnenkoumnTos C npeobnagaHvem
He3penbIX KJ/IeTOK rpaHynouuTapHOro psaa:
NPOMMENOLMNTOB W  MUENOLUTOB, IOHbIX,
eANHUYHbIX MunenobsactoB, YyBeJIMYEHUEM
NasIouYKOSAAEPHbIX W CEerMeHTosiAePHbIX, a
TaKkXxe 6azodunnos 7 503NHOMWNIOB
(6a30dPnIbHO-203NHOMDUSIbHAS

accouunauunsa), yckopeHo CO?2.



Kananuka

HOpPMOXPOMHAsA aHEMUA:

- YpOBEeHb TpoMbOoLUMUTOB HOPMasbHbIN, Y
4yacTun - TMNepTpomMbOLNTOS.

[TYHKTAT KOCTHOIMo Mo3ra:

- yBeJ/InYeHne MnenokKapmuounToB 3a CHeT
nponndepupytoLwero nyna K/1EeTOK
rpaHynoLUnTapHOro psaaa;

- yBennyeHme 6a3odpusioB 1 303MHOMPUSIOB.



Kananuka

CHuxeHune AKTUBHOCTW LLle/T0YHOM
docdoTa3bl B HENTpodunax, UYTo sBJISeTCcs
Ba>XHbIM  AMArHOCTUYECKMM  MPU3HAKOM
XMJ1, ocobeHHO Ha ero paHHuUX cTaansx.

Bo BpemMsa 6/51aCTHOro Kpu3a OTMe4yaeTcCH
pe3Koe yBeJsinyeHne ypoBHA bepMeHTa.

[loBbilLeHNEe deTasibHOro remMori106mHa
ABJIIETCH NMPU3HAKOM HOBEHU/TbHOW (POPMbI.



Kananuka

Pa3a akcenepaumu  xXapaKTepusyeTcs
HapacTaHneM KO/IM4yecTBa He3pesbIX
rpaHynounTtoB (4yawe npoMuenoumnToB),
6asodnnoB, YyBeJIMYEHMEM  KOJINYEeCTBa
NenKkounToB, HeCcMOTpd Ha MNOBblIlIEeHne
AN0o3bl  XMMMoONpenapaTos. OTMevaeTcH
CHUXeHne TpoMbounToB, remornobuHa wu
SPUTPOLINTOB.



Kananuka

yBE/IMYEHNEM  KONuyectBa 61acTtoB B
nepnpepmnyeckon Kposn n/mManm B KOCTHOM
MO3re. [TorpaHNYHbLIM CUMNTAETCH
yBennyeHune 6nacrto 6onee 20%.

KINMHUKO-reMmaTosiormyeckas KapTUHa
6/1aCTHOro Kpwu3a 3aBUCUT OT LUTONOMUKU
6/1aCTHbIX KJIETOK.



HporHOCTI/IquKI/Ie IPU3HAKHA

2. MNpoueHT 6n1actoB B remorpamMmme 3% wu
Bbille U 5% u BbilLe - B KOCTHOM MO3re.

3. lNpoueHT 6a3zodpunsios B remorpamme 7%
n 3% KOCTHOM MO3re.

4, Bo3pact 60/IbHOFrO Ha  MOMEHT
YCTQHOBJIEHUSA AMArHO3a.

5. Yucno TpomMbouUMTOB B remMorpamme
cebiwe 700.000.



Aeuenue

npeanpuHATel B 1865 . - pacTBOp
MbllLbSKa, 4YTO MPUBENO K COKpalleHUto
pa3MepoB Cefie3eHKNn U YyAy4dlleHUto
COCTOSIHUA.

B 1903 r. - obnydeHue ceneseHKH
(cpeaHsss  NpPOAO/IMKUTENBHOCTb  XXU3HWU
6onbHOro 30-42 mecdua).



Aeuenue

HOBYIO 3py B Tepanuun XMJ1, KOTOpbIA Ha
NpOTAXEeHUU 40 ner OCTaBa/Jic4
eANHUCTBEHHbIM MEeTo40M neyeHusq.
MuenocaH ynydywuna KayecTBO >KU3HWU
60/IbHbIX, CMOCOBCTBOBAN  YBEIMYEHUIO
NpOAO/IKUTENBHOCTHU XXU3HU (42-51
MecHLl).

B 70-e rogbl - CnJieH3KTOMUA.



Aeuenue

NPUMEHEeHUN TUAPOKCUMOYEBUHDbLI, 033
30-40 MI/KIr/CYyTKWU, MeaunaHa
BbIXDKMBAeMOCTUN - 56 Mecsaues.

B 80-e r. - anb®a-nHTepdepoHbl B [A03e
3-9 MnH ME, uutoreHeTnyeckasa pemMmmccug

Y 41% 60nbHbIX. B HacTtoswee BpeMms
onTUMasibHOU aBngeTcd ao3a 5 mnH ME/M2

B JE€Hb, eXeaHEeBHO.



Aeuenue

mMTannMp B A03e 0-40 Mr/Kr/cytkm wn npwu
CHMXXeHUn ypoBHA neunkoumtoB a0 10.000 -
anb@a-NHTEPPEPOHHI.

TakXXe uncnosnb3yeTcs cxema: MMMApPpoKCMMOYEeBUHA
40-50Mr/Kr/cyTkKn n npm CHUXXEHUU NenKoLMTOB A0
10.000 pobaBnsaoT MHTEpdEpOH B A03e 5 MIH.
ME/M2 B CyTKM OO0 MOJIy4YeHUs reMaTtosiormyeckou
PEMUCCUMN, 3aTeM MNocsie 2-X HeaeSIbHOro nepepbiBa
Ha3Ha4yalT WUHTepdEepoOH B nMNpexHenm n[o3e u
umuTo3ap B Ao3e 10-20 Mr/mM2 B cyTkn B TeveHune 10
AHEeWN Ka)noro Mmecsua.



Aeuenue

npenapatoMm and nedenmsa XM y aeteu
ABMSAETCH rNBEK (MHrMbUTOPp
NPOTEUHTUPO3NHKNHA3bI). [1o NaHHbIM
KIMMHUYECKNX nccneaoBaHnMm npu npuMeHeHuu
rinBeKa MnoJiHblI LNUTOreHeTu4YeckKnm oTeBeT Oblin
NOoCTUrHYT y 30% O60/bHbIX B XPOHUYECKOW
daze, y 14% - B a3y akcenepaumm n y 5%-
6/1aCTHbIN KPU3 MO MUENOUAHOMY TUNY.

[1o3a npenapata 400 Mr/cyTkn B XpOHUYECKYIO
dazy, 600 mMr/cyTkn - akcenepaumnto n 6. Kpu3s



/IMaTHHUO — TIpeTrapaT HOBOTO ITOKOACHHH,
KOTOPBIN CHHEMU(PIIECKA OAOKAPYET
akTUBHOCTH OHKOOeAKa BCR-ABL,
BBI3BIBAIOIIIETO TPAHC(OPMAITUIO HOPMAABHBIX
CTBOAOBBIX KACTOK B ACIKEMIYECKIIE.



