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ONPEAOEJIEHUE

e Jlenko3sbl — KnoHanbHbIEe ONyXxorieBble
3aboneBaHUs KPOBETBOPHOUN CUCTEMbI,
NPV KOTOPbIX NepBUYHOMN JTOKanu3saumeu

onyxofieBoro npouecca asBnaeTcs
KOCTHbLIN MO3T.

o TeyeHUe nenkosa conpoBOXaaeTcH
BbIXOAOM OMNyXONeBbIX KIIEeTOK B
KPOBEHOCHOEe pycrio - "nenkemMuma”
(CcMHOHUM neunko3sa).



o 'pynny OJ1 o6beanHaeT oowUn
MopdonornyecKkMm npusHak: cyocrpar
onyxosnu npeactaBrieH He3penbIMun
MoOJioAbIMU KNneTKamMu — bnactamm.

o« Knaccudumkaumna OJ1 ocHoBaHa Ha
onpeaeneHnn NpPUHagNeXXHoCTn
OnNyXoJieBbIX KIeTOK K TOMY UJIU UHOMY
POCTKY reMono?a3a.



o [lpyHagnexHoCTb onpenenseTca LUTOXU-
MU4YeCKumM Mmetoaom (no coaepxaHuro B
OonyxorieBOU KrieTke rinMkKoreHa, mumesnone-
poKcupgasbl, a-HadhTunacrepasbl U Ap.) nnu
MMMYHO(EHOTUNUPOBaAHUA — BbISIBJZIEHUA Ha
KM aHTUreHoB — KnacrtepoB anddepeH-
unpoBku — CD, yKka3sbiBaroLMX Ha
NPOUCXOXAEHNEe KINEeTKU N CTeneHb ee

anddepeHUNPOBKM.
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CTtBONoBag KneTka




FAB — KIIACCUD®UKALUNA (1975)

OCTPbIE NENKO3bI

/\

e OCTPbIE MUENIOBJNIACTHbIE OCTPbIE JIMM®OBJIACTHbIE

(OMI) (OnN)

- 0. MANTOAUDEPEHLM- L4, 12,L3
POBAHHbIV NNIEMKO3

- OMN BE3 CO3PEBAHMUSA B-OJN

- OMN C CO3PEBAHUEM T-ONn

- 0. MIPOMMUENOB/ACTHbIV 0-ONN (Hu T- Hu B-)

- 0. MUEJTOMOHOB/ACTHbIN
- 0. MOHOBJIACTHbIN

- 0. SPUTPOMMUEIIO3

- 0. MEFTAKAPUOBJIACTHbIN



IANMNOAEMNONOINA

35 HOBbIX CITYYHAEB OJ1 HA 1 MJ1IH
EXETrogHoO

EXErOgHO B MUPE YMUPAIOT 350 000
BOJIbHbIX Ol

OETCKUN BO3PACT -OJIN1:OMINN=4: 1
MOCNE 40 NET-ONN:0MN=1:8

MYX4YUHbI N XEHLWWHbI BOJIEIOT C
OAUWHAKOBOU HACTOTOMU



O TUOJIOI MHECKUE ®AKTOPDI

e B BOBHMKHOBEHUU OCTPbIX
MUerIonaHbIX JIEUKO30B UrpaloT Porb:

- HacsieOcmeeHHOCMb

- BO3gencTBue UOHU3Upyrouie20
U3Js1y4eHuUs

- npogheccuoHasibHble epedHoCcCmMuU

- HEKOTOpble JIeKapCmMeeHHbIe
cpedcmea




HacneaocTtBeHHOCTb

HeKoTopbleé XpOMOCOMHbIe
aHOManuu, B YaCTHOCTHU
cuHgpom [layHaHekoTopble
XPOMOCOMHbIE aHOManuu, B
yacTHocTu cuHapom [ayHa (
Tpucomus no 21-u
XpomocomeHeKoTopble
XPOMOCOMHbIE aHOManuu, B
yacTHocTu cuHapom [ayHa (
Tpucomus no 21-n xpomocome ),
cuHapom KnanHdensrepa
(nonuncomusa no X-xpomocome y
MY>X4YUH) npegpacnonararoT K
pPa3BUTUIO OCTPbIX MUENONAHbIX
FIeNKO30B.

3aboneBaemoctb OMIJI
BO3pacTaeT TaKxke npwu




XPOMOCOMHbIE AHOMATTNA

e [lpn OJl y 6onbLUMHCTBA OONBHbLIX NPU
LUTOreHeTU4YEeCKUX uccrnegoBaHuUAX
BbIAABINATCA U3BMEHEHU XPOMOCOMHOIO
annapara - U3MeHeHUue Konm4yectBa
XPOMOCOM, HapyLUeHUS LLeNMOCTHOCTH
XpPOMOCOM.

e HapyweHusa cneynduyiHbl AnNA Kaxaoro
neunko3sa. lNpun HenMmM@pooONacTHbIX
rienKko3ax aHomManuum Kapuortuna
HabnoaarTcAa vyawle B 8,21 nape

e NMpu ocTpom numdcodbnacTHomMm nenkose
yawe B 4,11 nnu 1,19 napax xpomMocom.



o OgHaKo, B HacTosILLee BpeMs HeT
OCHOBaHUW paccMaTpuBaTb
XPOMOCOMHbIEe aHOMAariMm Kak
NPAMYIO NPUYNHY 3aborneBaHuUs.

o« CKkopee Bcero peyb naet o
HECTaOUNIbHOCTU KIeTOYHOro
reHeTn4yeckoro annaparta npu OJl.



MoHn3unpyoLlee nsnyyeHue

e ATOMHAaSA
bombapanpoBKa B
fAinoHnun BO Bpems
BTopou muposou
BOWHbI Bbi3Bana
yBennyeHue
3aboneBaemMocTu
MUeronaHbIMU
renKko3amu yepes
5-7 net nocne
B3pblBa.




MoHn3unpyoLlee nsnyyeHue

e YacToTa ocTporo
numcobnacTHoOro
renko3a cpegu
HaxoAUBLUUXCA Ha
pacctoaHun go 1,5
KM OT 3anuueHTpa
B3pbiBa B 45 (!!)
pa3 donblue, Yem
cpeau nuy
HaxoAuBLUUXCA 3a
npegenamm 3Toun
30Hbl.




e B TO Xe Bpems, nyyeBaa Tepanusa nuiulb
B He3Ha4YnTesrIbHOU CTeneHwn
yBefiM4YnBaeT PUCK OCTPbIX JIEUKO30B.

o JlyyeBasa Tepanua B codyeTaHuu c
XUMuoTepanmen ankuanupyroLmnumm
cpeaAcTBaMM NOBbLIWAET PUCK OCTPLIX
JNIeNKO30B.




Xnmuyeckue coeanHeHus

PUCK BOSHUKHOBEHUA OMIJI1
YBEJINYUBAKOT:

e Bo3pnencreue 6eH3ona
o KypeHue

« Pabota c HedbTenpoavkrammuPaboTa ¢
HedTenpoaykramu, kpacurtenamuPaboTa
C HepTenpoayKTaMu, KpacuTensamm,
aTuneHokcuaomPaboTa ¢
HedbTenpoayKTaMmu, Kpacutensmu,
3TUNEeHoKcuaom, reponumnaammPadboTa c
HechTenpoayKTaMmu, Kpacutensmu,

3TUNEeHOKCUAOOoM, repovumngamm,
nectTuiivnnamuPabora ¢




L

IARK,1984, 2004, 2012
KYPEHUE ABJIAETCA NMPUYNHOWU

JIEFKOro o. EABBBUTUSA PAKA:
NMONOCTU PTA 10. MEYEHU

FOPTAHN 1. LLEVIKU MATKW
omrevnouHon 1> OBOAOUHON 1
KENE3bl NPAMOW KULLIKWU
MOYEBOIO NY3bIPS 13. AMHHUKA

NOYKH 14. YPETPDI

HOCA 15. MMEJIOMQHOIO

JIEUKO3A



Xnmuyeckue coeanHeHus

PUCK BOSHUKHOBEHUA OMIJI1
YBEJINYUBAKOT:

e Bo3pnencreue 6eH3ona
o KypeHue

« Pabota c HedbTenpoavkrammuPaboTa ¢
HedTenpoaykramu, kpacurtenamuPaboTa
C HepTenpoayKTaMu, KpacuTensamm,
aTuneHokcuaomPaboTa ¢
HedbTenpoayKTaMmu, Kpacutensmu,
3TUNEeHoKcuaom, reponumnaammPadboTa c
HechTenpoayKTaMmu, Kpacutensmu,

3TUNEeHOKCUAOOoM, repovumngamm,
nectTuiivnnamuPabora ¢




IlekapcTBeEHHbIE CpeacTBa

o ANKMNUPYKOLLINE LIUTOCTATUKU - NMENKO3bI
pa3BMBaloTCA B cpeaHeM 4epes3 48-72 mec U
XapakTepusyrotca abeppauuamm 5-u u 7-n
XPOMOCOM.

o Hrnbuntopbl NHrimbntops! OHK-
Tonomnsomepasbl || — nemkossl BO3HMKAOT
yepesd 1-3 roga nocrne nevyeHmnst n obbIYHO
COMNpoBOXAOarTcsA NoBpeXxaeHmnem armMHHOro
nneda 11-n xpomocomsbl (cermeHT HQ23).

o XNIOpaMdeHunkonXnopamdgeHmkon ,
deHunbyrasoHXnopamgpeHnkon ,

doeHnnbyTasoH u, pexe,
yrnonoxved XnonavicheHukon odhednnbvTalkoH




BUPYCHAA TEOPUA

e Y Mbiwen - BUpyc 'pocca
e Y Kyp n 06e3bsH - BUpyc Payca

« Bupyc Payca cnocobeH B KyrnbType TKaHU
TpaHcopMmpoBaTb reMono3TUYECKYHO
KNEeTKy YenoBeKa B OnyXxosieByro

« B 1982 BbiaeneH peTpo-BMpycC 6OSILHOIO
JIEUKO3OM — YyerioBe4YeCKnun T- KNeToYHbIN
Bupyc I-HTLV 1

o PeTpoBupyc I-HTLV 2 — BonocaTtokneTou-
HbIN NNTeNKo3



« Bupyc ¢ nomowb0 peBepCUOHHOU TPaH-
CcKpunTta3bl CNOCOOCTBYeT BHEeOAPEHUIO
BUpycHoro reHoma B JHK kneTtku xo3sau-
Ha, B pe3ynbTraTe Yero KneTtka nony4vaer
HOBYIO reHETUYECKYI0 UHopMaLUIo
(MyTauusa), HenpepbIBHO nponudgepupyeT
6e3 auddepeHUNPOBKHU

o B TO Xe BpeMs, NnpAMbIX AaHHbIX y4acTuUsA
BUpPYyCa B pa3BUTUU OCTPbLIX JIEUKO30B HeT



e Takmm obpasom, oanH U3 JIEUKO30reH-
HbIX areHToB (BUpPYC, MOHU3UpYOLLas
paavauus, XMM. BeLlecTBO) Npu yCnoBuUmn
HacneaocTBeHHOU HeCTabMNbLHOCTMU
reHeTU4YeCKoOro annapara, Bbi3biBaeT
MyTaLUIO reMono3Tn4Yeckoun knetku 1,2
nnu 3 Knacca - pogoHavdanbHuUbI
OnyxosieBOoro KrioHa — y noTepto
MOTOMCTBOM MYTaHTHOW KIeTKU
CMNOCOOHOCTU K CO3pEeBaHMUIO.



NMATOIN'EHE3

e« MYTAHTHbIU KJTOH ABTOHOMEH OT
PErYNUPYIOLUNX BITUAHUIA
OPITAHU3MA U BbICTPO BbITECHAET
HOPMAJIbHbIE TEMONO3TUYECKUE
KNETKW, SAMELLASA COBOU BECb
FTEMONO33.



MyTauMOHHO-KNTOHOBas TeoOpUA NPOUCXOoXAEeHUNA
NTIenKo30B

FIeUKO30reHHbIN paKkTop
(MoHN3Np. pagmnauma, Xummyeckoe BeLLecTBo, BUpPyC u Ap.)

MyTaLus OOHOU U3 KNeTOK-npeaLlecTBeHHUKOB reMonoa3a
(noBpexpeHne OHK, HapyweHne reHeTU4YeCKOro Koaa)

HapywaeTca nHpopmauma aeneHus n guddgepeHUNpPOBKHU
KNeTokK

BbIX0O4 KINeTOK U3-noa KOHTpPOJI . perymmp.cuctem opraHn3ma

O6e3yaepxHoe pasMHOXeHue ol'beferieHHON Pa3HOBUOHOCTH
Kreiok.
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CxemMa KpoBeTBOpPEHUS




LUTOMNATOIEHES OIJl

C MOMeHTa MyTauuu 4O MOMEHTa NOosiIBIeHUsA
KNUHUYECKNX U nabopaTopHbLIX NPU3HAKOB 3a-
ooneBaHus B cpegHeM npoxoauT

3a 3TOT nepuoa BpeMeHu KOfim4ecTBO ONyXxo-
neBbIX KNeToK yBennyusaeTcsa ¢ 1 (poaoHa-
yaribHMUa MyTaHTHOroO KrnoHa) Ao

Macca Takoro Konm4yecrtBa KINeToK cocTtaBnsieT

BbiTeCHeHMe HopManbHbLIX FEMOMO3TUYECKUX
KIeTOK U 3aMeLleHue Nx onyxosreBbiMU
KNneTKaMu, HeCNOCOOHLIMU K CO3pEeBaHUIo,
NPUBOAUT K YMEHbLUEHUIO B nepudepmnyeckon
KPOBMU 3persibiX KNeToK.



e YMEeHbLUeHue KonnyecTtsa 3pUTpoLUTOB
BrneyeT pa3BUTUE aHEeMUYeCKO20

CUHOpPOMaA.

e YMeHbLUEeHMe Unu nosiHoe Uc4e3HOBEeHUe
3penbIX rpaHynouuToB, nuMdoneHnsa un
MOHOLMTOMNEHNA NPUBOAUT K Pa3BUTUIO
uMmMyHoodegpuuuma U UHPEKUUOHHbLIX
OCJI0O)KHEHUU.

e TPOMOOLIMTONEHUSA JIEXUT B OCHOBE
Kpoeou3susiHuUU U Kpoeome4vyeHuu.




e B page cnyyaeB onyxoneBble KNEeTKU He
HY>XXAarTcA B CTPOMaribHOM MUKPOOKPYKeHUU,
CTpOro HeobxogoMmom Ons pocrta U pasBUTUA
HOPMaribHbIX FreMOMO3TUYECKUX KITeTOK.

e OnyxoneBble KNeTKU MOTryT NOKUAATb KOCTHbIN
MO3r 1 00pa30BbIBaTb KOJIOHUU OMNMYyXONeBOro
reMonosa3a B APYrux opraHax y TKaHAX
(cene3eHke, nuMmdoysnax, neyeHu,
LeHTparbHOU HEPBHOU CUCTEME, JNTIErKUX, KOXe,
CINIU3NCTbIX 0O60noYKax).

e JTO NPMBOAUT K MH(PMNBTPALIMK
OnyXxosfieBbIMU KJIeTKaMM OPraHoB U TKaHen
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CtBonosble kKneTkn B KM




o CTeneHb 3110Ka4eCTBEHHOCTMU
onyxoneBbiX knetok npu OJ1 ¢ TeyeHunem
BpemMeHU Bo3pacTaeT (3aKOH onyxofieBoU
nporpeccumn).

o« OnyxoneBblie knetku npu OJ1 umetror
MCXOOHO BbIpaXeHHbIN AedeKT co3peBa-
HUSA, NO3TOMY OoOnbLUas 3fI0Ka4eCTBEeH-
HOCTb NMPOABISAETCA NOosBIeHNeM
IKCTpaMeAaynnsipHbIX o4YaroB KpoBeT-
BOpeHUsA, yBennyeHuem nponudepa-
TUBHOU aKTUBHOCTWU, pa3BUTUEM
PEe3UCTEHTHOCTU K NPOBOAUMON Teparnuu.



e B OoCHOBe o3noKkayecTBIIeHUSA nexar
BTOPUYHbIe MyTaLuU B ONyXOJieBbIX
KrneTKax.

e OTO AEMOHCTPUPYIOT pe3ynbraTbl LUTO-
reHeTU4YeCcKoro nccnenoBaHus, BbiSIBNS-
owero Hapsay ¢ U3MeHeHUsAMU XPOoMoO-
COM, UMEeBLUMMU MECTO B Hayarne 3adbone-
BaHUA, NOABMEeHNe AONOSNTHUTEeNbHbIX MNO-
FJIOMOK NO Mepe TeyeHuns 3aboneBaHus.



[TaTomopdornorusa KOCTHOro Mo3ra

e B rucronornyeckom npenaparte
KOCTHOIro Mo3ra npu ocTpbIX JIeUKo3ax
onpeaenserca sHauuTenbHoe
yBefin4yeHune Konm4yecrtsa OrnacTHbIX
KINeTOK, KOTOPble YacTO 3anoJIHAKT BeCb
npenapar.



InarHocTuka oCcTpbIX NeNKO30B.
CpaBHuTtenbHasa kKaptnHa KKM.

KpacHbin KOCTHbIN MO3r B KKM npu mmnenobnactHom KKM npu numdbobrnactHom
HopMme rnevkose nevkose




Knunuuka OJl

o KnnHunyeckune nposisnenusa OJ1 apnaroTcs
cnepcreueM nponudepauum u
HaKonneHnsa 3noKa4yeCTBeHHbIX
FIeNKO3HbIX ONMAaCTHbIX KNeTOK,
KONMM4eCTBEHHO MNMpeBbIWaroLWwmx
ycrnoBHbIU pyoex (6bonee 1000 mnpp), 3a
KOTOPbIM UCTOLLAOTCA KOMMNEeHCaTOpHbIe
BO3MOXXHOCTU OpraHmn3ma.



¢ OCHOBHOM KINMUHNYECKOM
cumntTomatukou OJ1 saBnsoTCcS
npouecchbl rmnepnrasum onyxoresBoun
TKaHu (bnactHaa TpaHcdopmauums
KOCTHOro Mo3ra, yserin4yeHume
numdaTnyecKunx y3nos, OpraHoB,
nosiBrieHue onyxoneBbiX UHPUNLTPATOB
U T.A,) U NPU3HAKU NOAABIIEHUS
HOPMaribHOro KpoBeTBOPEHUA.



KnuHundyeckasas cumntTomatuka OJl

¢ 5 OCHOBHbIX CUHOPOMOB:

1.
. FeMmopparn4yeckumn

. AaHEMUYECKUMN

. MHTOKCUKALUUNOHHbIN

. NH(PEKLUMOHHbIX OCJTOXKHEHUN

A ~OODN

rmnepnsacTnyecKumn






['MnepnnacTtuyeckum CUHAPOM

e YMepeHHOe n be30one3HeHHOe
yBennyeHne nmmooys3nosB, NeYeHw,
cene3eHku (30-50%)

e YBeNUYeHUe MUHAaNuH, nMmdgoy3nos
cpenoCcTeHuUs1 C CUMNTOMaMM
cAaBleHUus1, NOSIBNIeHNEe KOXHbIX
NTeNKO3HbIX MHPUNBLTPATOB (Nenkemunabl)
B Buae KpacHOBaTO-CMHeBaTbIX OisiLleK.



AHEMUWYECKWUU CUHOPOM

o Jlenko3Hasa runepnnasma u
MHPUNLTPaUUa KOCTHOMO Mo3ra

e YrHeTeHUe HoOpManbHOro 3pUTPONO33a,
pa3BUTUE aHEMUUN U TPOMOOLIUTONMEHUMN.

o Y 30% oTMe4yaeTcsa TAXenaa aHemMus ¢
reMornoouvHom Hmxe 60 r/n,

apuTpounTbl meHee 1-1,3x10"2



[ emopparn4eckmm CUHOPOM

o ny6okasa TpombGouunToneHus (Hmxke 50x10%/n)
CJTY>KUT OCHOBHOM NPUYNHON remopparmyec-
Koro cuHgpoma y 50-60% OonbHbIX.

o [eMmopparmnyeckume nposBrneHUss BecbMa Bapua-
OenbHbl: OT MEJIKOTOYEeYHbIX U MEeJIKONATHUC-
TbIX €AVUHUYHbLIX BbICbIMAaHUN Ha KOXe U CIiu-
3UCTbIX 000NM0OYKax A0 OOLUPHLIX KPOBOU3-
NUAAHUN N NPOPY3HbIX KPOBOTEYEHUN — HOCO-
BbIX, MAaTO4YHbIX, XXenyao4HO-KULUEeYHbIX U Ap.

e KpoBOM3NUAHUA OYEHb 4YacCcTO COMPOBOXAAKOT-
cA HeBpornorudyeckumm HapyweHuammu, OHMK.



MIHEKLUMOHHBLIXN CUHOPOM

Habnroparotca y 80-85% 6onbHbIX OJl.

FBNAOTCA OYEeHb NPO3HbIM,
TPYAHOKYNUPYEeMbIM OCITIOXXHEHUEM.

bakTepunanbHble UHEKLuUn coCcTaBnAaoT
70-80% (nHeBMOHMUU, cencuc, rHouHble
npouecchoil).

NHDEeKUMOHHBbIE OCNOXHEHNA BUPYCHOIO

N rpubKoBOro reHe3a HabnrparTca y
18 - 30% OGOnNbHLIX.



o KnuHun4yecknm nposiBrneHnem nokKkanumsaumum
JIeEMKO3HOro npouecca B 0060ono4vykax u
BellecTBe rorfioBHOro Mo3ra siBnsieTcs
CUHAPOM HEUpOsienKkosa.

o KnuHnyeckaa cumnTomaTtmka Hemporieukosa
cKknagbiBaeTcs U3 CAMNTOMOB MNOBbILLUEHUA
BHYTpU4YepenHoro AaBneHnsa U nokKasribHOU
CUMMNTOMATUKN: MEHUHTO3HUedannyeckumn
CUHOPOM, NCEeBAOTYMOPO3HbIN, PACCTPOMU-
cTBa PyHKUMUN YepenHO-MO3roBbIiX HepPBOB,
nopaxeHue nepudgepnvecKkux HepBOB.



KAPTVHA KPOBW/ OJ1 B
PA3BEPHYTOW CTAOUWN

AHemuna n TpomGoLUTONEHUs
NeunkounTbl : oT 0,1x10°/n go 100x10°/n
- HOpMO- UnNu neunkoneHus - (38%)
- cyonenkemus (44%)
- rmnepnenkoumnTos - 18% (50x10%n)

Y GonbLlMHCTBA OONMbHbLIX KONTM4YeCTBO
ONacTHbLIX KNETOK COCTaBIISeT OT HECKOJSIbKNX
npoueHToB A0 80-90%.

Y 30% 0O0onbHbLIX ONacTHbLIE KNeTKu B
remorpamMmme OTCyTCTBYHOT.



KAPTUHA KPOBU Ol B
PASBEPHYTOU CTAOUW

KneTo4yHbin cocTaB remorpaMmmMmbl MOHOMOPMHbIN,
npeAactaBrieH B OCHOBHOM ONMacTHbIMU KreTKamMu

NenkouuTbl BLIABAAIOTCA B Buae eAUHUYHbIX
nanoykosigepHbIX U cerMeHTosaAepPHbIX HenTpod.

Mexay OnacTHbIMU KrneTKamMu U 3penbiMu
rpaHynouuTamMm rnoYTU HET NPOMEXYTOUYHbIX
doopMm — npoBan B KPOBETBOPEHUUN —
rnenKkeMunyeckoe 3nssHue

[Mpn OMJ1 B remorpamme MoryT oOHapyXuBaTbCH
eANHUNYHbIe He3pernble rPaHyNnouUTbI:
npomMuenounTbl, MUENOLUUTbI, METAMNENOLMUTI,
OO4HaKO UX Kornun4yecTtBo HeBernmuko (MeHee 10%).



KaptuHa kposu npmn OMJ]

‘ -




OUWATHOCTUKA

o OCHOBHOE gunarHocTuyeckoe 3HauYeHue nmeet
uccnegoBaHme KOCTHOro Moa3ra -
OoOHapyXeHue B NYHKTaTe KOCTHOro Moa3ra
oonee 30% ONacTHbLIX KNETOK.

e B otnnyum ot yetknx kputepuen OJ1 B
MueriorpaMmme, USMeHeHUs1 B aHarnms3ax
nepudepnyeckon KpoBu (Hannyme 6NacTHbIX
KINeTOK, NEeUKOLUMNTO3 U JNIEUNKONEHMUS,
aHeMus, TPOMboLUUTOMNEHUS) ABNAKOTCS

4YacToUu, HO He obsi3aTeNnbLHOU
rnabopaTopHOU HAXOOKOM.




CTAOQNN OJl

o 1 cTagusn. NepBasa aTaka 3aboneBaHUA —
cTagua pa3BepPHYTbIX KITMHNYECKUX
NposABJfIeHUN, NepBbIN OCTPbLIN Nepuoa,
OXBaTbIBalOLWMN BpeMS OT NepBbIX
KITMHUYECKUX CUMNTOMOB, YCTaHOBJI€HUS
AunarHo3a, Havarna ne4yeHus 0o nosiy4YyeHus
adpdeKTa oT NnevyeHus.

« HayanbHaa ctagusa npu OJ1 He o4yepueHa:

HebGonblUMEe CUMNTOMbI MHTOKCUKaLUN —
NOBbILWEHHasA YTOMJIAeMOCTb, CNaboCTb -
HeonpeperieHHbI, HAGNMOOAKOTCA He Y BCeX
OONbHLbIX.



CTAONN OJl

e 2 CTAgMA - pemuccug.

o [lonHag KNMHMKO-reMaTonornyeckad
peEMUCCUA — COCTOSAHMNE, XapaKTepuaytoLleecs
NOSTHOMN HopManu3auueun KrnmMHN4YecKkou
cuMnToMaTukm (He meHee 1 Mec), aHann3os
KPOBM N KOCTHOIoO MO3ra ¢ HarnnM4nem B
Muenorpamme He bornee 5% bnacTHbIX KINEeTOoK
n He bonee 30% numdouunTos, M.0.
He3HauunTenbHaa aHemus (He Hmxe 100r/n),

HebonbLLaga TpoMbouuToneHns (He MeHee
100x10%/n).




CTAONN OJ1

e HenonHas KkNuHUKo-remaTonornyeckas
PEeMNCCUA - ITO COCTOAHUE, NpU
KOTOPOM HOPMAariu3yroTcs KInMHN4Yeckue
rnokKasaTteriu U rematTorpamma, HoO B
NYHKTaTe KOCTHOIro Mo3ra coxpaHsieTcs
He 6onee 20% ONAaCTHbLIX KNEeTOK.



CTAOWNN OJl

3 cTagusa - peumame 3aboneBaHus.

ObycrnoBneH peBepcunen NENKO3HOro npoLecca K
NpexHUM nokasaTtensam B pesynbraTe Bbixoaa
OCTaTO4YHOW JIEUKO3HOMN KNEeTOYHOW nonynaunm mns-
Nnoa KOHTPONMpYoLero 4eNCTBnUA LMTOCTAaTUYECKOU
Tepanuu.

KnunHuka 6onee BblpaeHa, 4em B 1 ctagum u
TPpyaHee noggaeTtca Tepanun.

B KoCTHOM MO3re HapacTaeT 6nacTos, B
nepudepmnyeckomn KpoBm - LIUTOMEHUS.

B COOTBETCTBUN C YNCITOM PEMUCCUN MOXKET ObITb
HEeCKOJIbKO peungnBoB



o MONHbIE KNMMHUKO-remaToriorn4yeckume
pemuccum donee 5 net (4 cragus)
MHOIruMe aBTOpbl pacLUeHMNBAIOT KaK
BbI3OOpOBJIeHUe, OA4HAKO peunauBbi
rieKko3a oTMe4YeHbl M nocne 5,7 wm
Aaxe 10 net pemuccum.



CTAONN OJ1

o TepMUHaNbHaA CcTaguna yienkosa -
3aBepLuUaroLWMn 3Tan onyxosrieBou
nporpeccuu npv NOTHOM UCTOLLEHUMN
HOPManbHOro KPOBETBOPEHUA,

PE3NCTEeHTHOCTU K LUTOCTaTNYECKOM
Tepanuu.



JIEHEHUE OIJ1

« CoBpemeHHaa xuMunoTepanusa oTnn4yaeTcs
npuMeHeHueM nporpamMmm, COCTaBfieHHbIX B
3aBMCUMOCTM OT NaToMopdoriormyeckunx
cdoopM, ocobeHHOoCTEN TeYeHUN
3aboneBaHuA.

e OTU NpPOrpaMmbl NO3BONIUNUN [OOUTBLCH
pemuccumn y 80% pneten n 60% B3pocnbIx.
OCHOBHOE B Jle4eHUu — umtocrtaTnyeckas
Tepanus, HanpaBneHHas Ha MakCuMarnb-
HOEe YHUYTOXEeHMEe ONnyXoneBbIiX KIeTOoK.




Neyenue OJl

C no3vumm KneTtoyHou KMHeTUKU Bce
XuMuornpenapartbl AeNnATCA Ha 2 rpynnbl.

e 1 — XMMMYyeckue areHTbl, cneunpnyeckKm
AEUCTBYHOLLME HA KNEeTOYHbIN LUKI.

o 2 - BelLeCcTBa AeNCTBUIO KOTOPbIX
nposiBrnsieTcsA He3aBMCUMO OT LIUKNa
(umknoHecneundun4yeckue).



OcCHOBHbIe rpynnbl
NPOTUBOJSIEUKO3HbLIX NpenapaTtos

1. [NIOKOKOPTUKOCTEPOULLI —
Heuuknocneuudgunyeckne - onok g1,s

2. AHTUMETabONUTLI: 6-MepKanToOnypuH, 6-
TUOryaHUH, METOTPEKCAT - LUuKnocneumndpuieckue,
BCTYNaloT B KOHKYPEHTHbIE OTHOLLUEHUSA C
MeTabonutamm, ¢ npeaLecTBHMKAMUN HYKITENHOBBIX
kncnort - LlutapabuH (UMto3ap, aneKkcaH) -
aHTUMeTabonut, brnoknpyet cuHte3 AHK -
LMKnocneunduyeH.

3. PactutenbHble ankanovabl, aHTUMUTOTUYECKUE
cpeacTBa - BAHKPUCTUH, BUHONACTUH (OHKOBUH) -
HeumKnocneundguyHel, B 0onbLunx go3ax onok g2.

4. Ankunupyrouive cpeacTBa - UuuknodgocdgaH -
HeuukrocneumdunyveH, 6rnok G dassbl.




OcCHOBHbIE rpynnol
NPOTUBOJIEUKO3HbLIX NpenapaTtos

5. [lpon3BoAHbLIE HUTPOMOYEBUHDbI — LIMKNOCNeum-
doUNYHBI, MHTMOUPYIOT POCT NENKO3HbLIX KI1ETOK.

6. MpoTnBOONYXONEBbLIE AaHTUOUOTUKMU -
(AayHOpyOMLUUH, pyOMHOMULMH, aapeHaMULVNH) -
MHIMOUPYIOT POCT JIEMKO3HbIX KIETOK, NoaaBnsas
cuHTe3 AHK, PHK

7. PepmeHThbI (L-acnuparmHasa, atanosuma) -
L-acnuparnHasa HeuuknocneundguyHa, nok B
G1, S pase. dtanosng gencteyet B G2 dase.

8. AHTPAKUHOWHbI (MUTOKCAHTPOH, aMCaKpWH) -
doa3zoBoHecneUndPUYHbLI.




[MpyHUMNUManbHbIe NOJIOXEHUSA B
neyeHuum OJ1:

. CoyeTaHume untoctatnyecknx npenaparTos
oKasbliBaeT bonbluee uuTocTaTmdyeckoe aencTeme

. KombuHupoBaTtb Heobxoamnmo npenapaThbl
pas3nMYHon pasoBo- N LIMKNOCNeLunmnYHOCTH C
HeuuKrocneymdnvyeckumMmn npenaparamMmu, 4Toobl
OXBaTUTb DorbLUee KONMMYECTBO JIEMKO3HbIX KITETOK

. CobntogeHne UMKIMUYHOCTU U NMPEePbIBUCTOCTU B
NMPUMEHEHUN NpenapaToB

: ,D,J'II/ITeJ'IbHOCTb, YNOPHOCTb, AOCTATO4YHAadA
dKTUBHOCTb Tepalinn

. Bepa bonbHoOro B ycnex



JTanbl KOMOMHUPOBaAHHON
LUTOCTaTU4YeCKOUN Tepanun

1. WHAYKUMA peMnccum —
UHOYKUUOHHasa meparius

2. KoHconunaauua peMmuccum —
KOHconuoupyrowas mepanus

3. MpodumnakTnka HenponenkeMmmmn

4. JleyeHue B peMUcCCcuUIo —
rnoooepxkuearowlasd meparnusi



JTanbl KOMOMHUPOBaAHHON
LUTOCTaTU4YEeCKOUN Tepanun

e NHOYKUMA peMmmnuccum 3aknvyaeTcs B Npo-
BeAEeHUN KYpCOBOU LUTOCTAaTUYECKOMU Te-
panuu no 3ppeKTUBHbLIM NporpaMmmMmam -
MHOYKUMOHHAaA XMMmnoTtTepanus.

e [lpn pa3BuTnn pemuccumn crneayrowmm
3Tanom ABNseTCA KoHconuaauus
(3aKkpenneHue) pemmccumn - oONyCcTUMO
NOBTOPHOE NpoBeAeHune NHAYKLUOHHON
Tepanuu unu nposepeHune bonee
arpecCuBHbLIX CXEM.



CxeMbl MHOYKLUOHHOW Tepanuu
OMIJI

« Ba3sucHasa nporpamma «7+3»
3aKrnr4yaeTcs B UCNOSfIb30BaHUM
uutapadbuHa B gose 100 mr/ M2/cyTku B
TeyeHUU 7 gHen n gayHopyounuuHa B
no3se 45 mr/mM2/cyTkn B TedyeHne 3 gHeun
npu HenpepbIBHOU MH(Y3UN.

e «30JIOTOU CTAHAAPT» XUMMOTEpPANUN
OMII.



Cxembl nevyenunsa OMIJ

e Cxema neyeHmn «5+2» pnaet Ha 10%
pemMuccuun meHble (untosap 100mr/m2 - 5
AHen, pyoomuumH 60mr/m2 - 2 gHs.

e Cxema OAIl - O - OHKOBUH (BUHKPUCTUH)
2vr/peHb B/B, A - anekcaH (uuto3ap) 100
Mmr/m2 - 7aHen, I - npeaHU30n0H - 100 Mr
BHYTpPb - 5 oHEWN.

« Cxema AT ( cxema 7+3+ ToryaHuH
100Mr/m2 BHYTPb eXXeaAHeBHO )



KoHconuaupyowasa tepanua

o locne KOHCTaTaUuMu NOTHON peMUccumn
NPOBOOAT HE MeHee 3 KypCoB
KOHCoOnuMaauun, MUHTEHCUBHOCTDb
KOTOPbIX NpeBbIlLaeT UHAYKLUUOHHYIO
Tepanuio.



[lpodhmnakTuka u nevyeHue
HenporieukeMmmu

o NMoaTBepxaaeTca HenponenkemMms
nccnegoBaHMeM NIMKBOPA, rMa3HoOro AHa,
J3l, nosaBneHnem HeBpPOJSIOrM4eCKou
CUMMNTOMATUKMN

« Hanbonee achbchekTBEeH KOMOUHMPOBAH-
HbIU MeToA NPodUNakTUKn - oorny4vyeHume
ronoBbl B cyMmmapHou go3se 18-24 'p n
aHaonwbanbLHOe BBeAeHUe MeToTpeKkcaTa
12,5 mr/im2.



[loaaepkunBarowian Tepanus
OMIJ1 B pemuccum

1. Kypcbl «5+2» ¢ nHTepBanom 3 Heaenu B Te4eHUu

5 ner
nnu

2. ExXXemeca4vHble BBegeHunsa umtopabmHa 200mr/m2

B B E R

B Te4YeHue 5 AHen B COYeTaHUM C:

1 mec 6-mepKanTonypuH 75 mr/im2

2 mec — uuknodocdgaH 1000 mr/m2

3 MecC - Npon3BoAHbIE HUTPOMOYEBUHbLI 75Mr/mM2
4 mec - pyoomMuumH 45 mr/m2

5 MeC - BUHKPUCTUH 2 Mr

3aTemM npenapaTtbl MEHAKTCS B OTPAXXEHHOM
nopsigke.



BbikuBaemMmocTb 0onbHbIX OMIJI

o [0 AAHHLIM MHOIrMX aBTOPOB PUCK
peuuguBa nocre XxmmmoTtepanum
cocTtaBnset 60-90%

o [IATUNETHAA BBKMBAEMOCTb B3POCSIbIX
oonbHbIX OMJ1 cocTaBnsaer 10-20%

o [lpoBeaeHne TpaHcNMaHTaALMU KOCTHOIO
mo3ra (TKM) y nuy monoxe 20 net aaer
NATUNETHIo BbhXnBaemMmocTtb B 40-50%
crnydvaesn



TKM B neueHun OMIJI

e [1Nns noarotoBkn 6onbHbIX K TKM
NPUMEHSAIT BbICOKUEe A03bl

umknodocdaHa nnu yutosapa u
TOoTaribHOe TepaneBTUYEeCKoe obny4vyeHue

Terlla.

e HopmMmanbHble KOCTHOMO3roBble KINeTku
AOJMKHbI ObITb Nony4YeHbl oT HLA-
WOEeHTUYHOro AOoHopa.



TKM B neyeHun OMIJI

[loHOpY Nog, HapKO30M 13 00enx 3agHnUX
NnoaB30O0LUHbIX KOocTen genatoT npumepHo 200
acnmpauum KOCTHOro Mo3ra HECKONbKUMW UrfiamMu
bonbLoro AnameTpa.

HabupatoT npumepHo 1 nUTp KOCTHOrO MO3ra,
KOTOPbIN (OUNLTPYIOT U BBOAAT B/B KanenbHO
PELIUMNEHTY.

MHy3npoBaHHbIe KIMETKN HAaXo4AaT AOpPOry B
KOCTHbIN MO3T 1N B TedyeHun 3-4 Heaenb
BOCCTaHaBNMBAKOT KPOBETBOPEHME.

OCHOBHOW NPUYNHON CMEPTU ABMAIOTCH
OCJTOXXHEHUSA TpaHCcnNnaHTauun: OTTOpPXKeHUe
TpaHcnnaHTarta, peakuuna TpaHcnnaHTart NnpoTus
X035Ha, UMMyHoaedouumT






3abop KOCTHOro mMo3ra y AoHopa




AV a s ClaliaHia VIS KOCTHOMO ' MO3Id BIIEPBbLIE Oblia yCreLl
YPOBEHEHE B ,54,, e 60X 1. XX-ro crosieTus, a B 70-x roaax

VSV :J"’-‘,)o ee py3HaHMe.

AJIFlerre)e JCrAaHTalVs - 3TO Nepecaaka CTBOSIOBbIX KIIETC
SUENMECTVIMOTO 1o cucreme HLA (poacTBEHHOro nnu

{EPOACTBE EHF oro) AOHOpPA.

J Ao DaHCIaHTaLMS noapa3yMeBaeT UCMosib30BaHne
SaPaHERBaroTOB/IEHHBIX COBCTBEHHbBIX CTBO/TOBBIX KIIETOK KPOE
== JIKOCTHOrO MO3ra peLunmeHTa, 3a60p KOTOPbIX MPOU3BOANT
= Hayasia JieyeHus.

,,_.;:‘:" CymeCTByeT TaK)Xe ranjionaeHTu4yHas nepecagka - rnepe
2 C 50% COBMECTUMOCTbIO, KaK rnpasuio, oT 67IM3KOro poACTBeEH!

-
e
-

—



o Y 0onbHbIX cTapuwe 30 net TKM He
MMeeT NpeuMyLLecTB : AnuTeribHas
BblXKmuBaemMmocTb nocrne TKM
pocturaetcd Tonbko B 30-40% cnyyvaes,
a nocrne xumuotepanum - B 20-40%
criy4vyaes.



e JleyeHne ogHoro pebeHka ¢
OHKOMNOrn4yecknm 3abonieBaHmem CTouT
okono 100 mnH. pybnen®, ogHoro pebeHka
C anna3nen KpoBeTBOpPeHUS - bonee 50
MITH. pybnewn.

e Ha ogHy nepecagKy KOCTHOro Mo3ra
Heobxoanmo nctpaTtnTtb He meHee 300
MITH. pyorewn.

o CymMmbl yka3aHbl 6e3 yyeTa onnaTthbl Tpyaa
MEeaULIMHCKOro nepcoHana.



MporpaMmmbl MHOAYKUMOHHOW XMUOTEpanus
ocTporo numcgoonacTHOro fieMKosa

e BIP - BUHKpucTHH 1.5 Mr/m2 -1 n 3-n aHN
npegHu3onoH 40 mr/M2 - exxeaHeBHO 8 AHen
pyoomuumnH 60 mr/m2 - 3-4-5-n gHU

e J1A-BIP
L-acnaparvnHasa 15000 EQl/m? 1-5
8-12
15-19
22-26 AHW

BuHkpuctuH 2 mr B/B - 8,15,22 gHun
Pyo6omuuuH 30-60 mr/m2 - 8,15.22 oHu
NMpegHn3onoH 40 mr/m2 - 8-12

15-19

22-26 AHW



o Mpun OJ1J1 KONU4YecTBO NONHbIX
pemuccuum pocturaet 0o 90% y
neten n 70% y B3pOCHbIX.

e [lo NocneagHm AaHHbLIM
be3peunanBHbIe pemuccum obonee 5
net -y 30-40% 6onbHbIX ¢ OJ1J1 1
15-20 % 6onbHLIX OMIJI




CumnTomaTuyeckasa tepanusa OJl

BcnomMmoratenbHasa Tepanua BKNOYaerT:
- TPaAHC(Yy3nOHHaA 3aMecTUTeNnbHas
Tepanus

- A€3NHTOKCUKALIMOHHOE JieYyeHue
- AMMYHOTEepanuio
- Ne4yeHne NMHPEKLUMOHHbIX OCNOXHEeHUN

- npounakTuKa n ne4vyeHue
HeuposnenkeMumn



MPOIHO3 3ABOJIEBAHUA

e [NaBHbLIN NPOrHOCTUYECKUN KpUTEPUMN -
OonbHOroO.

e Y B3pocnbix monoxe 30 net yaaercs
MHOYLUUPOBATb PEMUCCUMN.

o Kputnyeckmm Bospact Anga nporHo3a
neTr

e Y XEHLUNH peMNCCnN UHAYLUPYIOTCS
AOCTOBEPHO Yalye, YeM Yy MY>KYMH.



MPOIMHO3 3ABOJIEBAHUA

e HeOnaronpusaTHble nporHocTnyeckue hak-
TOpPbI: BbICOKas nuxopapka, MHdekuum,
KPpOBOTEeYEeHUSA, OonbLuMe IKCTpameaynnap-
Hble pa3pacTaHusl, HeNPONenKos.

o MporHocTnyeckn He6NaronpPUATHDLI:
nenkouuTto3s 6onee 20x10°/n, 6nacro3 6onee
50/10°/n, aHemus meHee 90 r/n,
TpomGouuToneHnsa meHee 30x107%/n

e MMeeT nnoxoe nporHocTUYeCcCKoe 3Ha4YeHue
TUMN NenKo3a



