HentponeHnn B NnpakTuKe
neguartpa

npoa. UepbuHa A.FO.
OHKL emckou ’emamornoauu, OHKonoauu u
VIMmyHornoauu umeHu [mumpus Pozadyesa
Mockea



HEUTPO®WJIbI

- )KUBYT B LIMPKYNALMN HECKOMNBKO 4YacoB

- Hy>xHbI Anga 60pb0Obl ¢ NMOreHHbIMK
bakTepusamMmn, NpuUBMNEYEHUa OPYrnx KNeTok
B ouar BocnasneHud



MWN3JIONMO33

Mmenovaaﬂ @
MuenobnacTt
IL-3
IL-6 IL-3, GM-M, G-CSF
@ 15 - 24 yaca
Hepnenwu
C/A N/ MeTaMmnerno MUEeno NPOMUENO @

3031HOMUN O




OMNPEAEJIEHUE

n\s 1%
o\ 109, HEMTp 580!
MOH 8%

303 2%

Mo 79%

HopmanbHOe cogepXaHue -
1500-6000 B MK



ONPEAEJTEHUNE

Nenk (18.1
n\sa 1%
c\s'10%
MOH 8%
303 2%

JTINM(

) 79%

18 100 : 100% x 11%=1991

HopmanbHOe cogepXaHue -
1500-6000 B MK



ONPEAEJTEHUNE

- p6CcontoTHOro KoNMyecTsa HEMTPOMUIOB
(AKH) < 1000 knetok/mMKn y aeten ao 1
rona v

- AKH < 1500 kneTok/MKn y aeten
cTapLle roga v B3poC/ibIX




LA\ 4 ICI\.-M'I\IJVI NG R VEFE

NepBUYHaaA UMYHHaN:

-30MMyHHas HEMTPOMNEHNS HOBOPOXAEHHbIX
-XpoHMYecKasi ayTOMMYyHHasi HEUTPOMNeHUs
Bropnunas umyHHasi:

-CnHgpom ®entu

-Complement activation-mediated neutropenia
-CekBecTpauus ceneseHku

IHapokcu3majibHAsi HOYHAA reMOIIOOMHYpHS HA QoHe

MJIC
Nudexnun, Braoyas CITU/, cencuc
HenTponeHus, cBA3aHHasA C NUTaHUEM:
-OednumT dhonatos
-Oednumnt B12
-OednumnTt Meau
Bbi3BaHHas paguaumen
JlekapCTBEHHOMHAYLUMPOBaHHas;
-AHTNONOTUKM
-AHaNbreTuku
-HenponenTtuku
-MpoTnBOCY AOPOXKHbIE
-AHTUTUPEONaHbIE
-KapanoBackynsipHble npenapaTbl
-AHTUTMCTAMUHHbIE
-Tskenble MeTanbl

CBsi3aHHbIE CO 3/10KaYeCTBEeHHbIM
3aboneBaHueM:

-JlelikeMunst KpynHbIX rpaHyNspHbIX ENKOLMTOB

-OcTpbi MMMO6MACTHBIV NENKO3/0CTPbIN
MMenobnacTHbIN Nenkos/ xp. numdonenkos/
XPOHUYECKUI MUENONENKO3

-XpOHMYECKNIA MUENOMOHOLMTAPHbLIN NIENKO3,
BOJIOCATOK/1IETOYHbIM
nemnkos/6one3HbXomKKMHa/HexoakKnHcKas
nuMdomMa/ MmenoMa MHOXECTBEHHAS

\ Wi OO WW Wil

[~ A A &V A

HacJjencrBeHHbIe/lIepBUYHbIC HEHTPONIEHUN
-V|3OJ'IVIpOBaHHaFI TSAXENNaad XPOHNUYECKadA
HenTponeHust (cuHapoM KoctMmaHa)/

-LIMKnnyeckas HelTponeHus

HelTponeHnmn, accounmpoBaHHbIEe C
rmnonurMeHTaLumen:

-CvHapoM Yeamnaka — Xurawum
-Ipucuenn cHapoM Tun 2
-CuvHapomM 'epMaHckoro- Myanaka tvn 2
-Oedvumnt p 14
-BpoXkaeHHbIV anckepaTos

be3 rmnonMrMeHTauum:
-[ednumT pocToBoro gakTopa
-WHIM cuHgpom
-X cuensieHHas aramMMarnobynnHemms
-Oedvumnt IgA
-f'vinep IgM cuHapom
-CuHapowm LliBaxmaHa-[anMoHaa
-KoxeH cMHapom
-bapr cuHapom
-Auncnnasng xpsia u Boioc
-InukoreHosas 60ne3Hb, Tvn 2
-N30Banepukaumaemms
-[MponuoHnkaunaemus
-MeTunmManoHnkoBas aumaeMms



KJTACCUPUKALINSA HEUTPOMEHUIA

[10 naToreHesy
- HapyweHue npoaykumm B KM

- HapyweHne cooTHOLIEHUA NPUCTEHOYHOIO U
LIMPKYJTIATOPHOIO NyoB

- [lecTpykums B nepudepuyeckmnx opraHax u
TKaHSX

[10 NPOUCXOXKAEHUIO
- BPOXXAEHHa4
- NnpuobpeTeHHas




BPOXXEHHbBIE HEMTPOMNEHNM

s [lepBuYyHbIe
- Tshxkenas BpoxkaeHHast HeutponeHus (TBH)
- Unknnyeckasn Hentponenms (LIH)

s [pyrue



THXEJIAA BPOXXAERHHAA
HEWNTPOINEHWA

YacTtoTa BCcTpedaeMocTu — 1-2 cny4yaq Ha 1 MiH.
HaceneHus

[1e6t0T B nepmnoae HOBOPOXAEHHOCTU WU B
nepBble MecsiLibl XXU3HU

[emorpamMma - AKH - OT MOJSIHOro OTCYTCTBUA
HenTtpodunos Ao 500 kKneTok/Mkn

MuenorpamMmma — “0bpblB CO3peBaHUA” Ha CTaaum
npomMuenounTa — MuenouumTa.



[EHETUHECKWME OCHOBDI

Tun HacneaooBaHus eHbl
AYTOCOMHO- HAX1, G6PC3 u ap.
peLeccnBHoe

(cMHapoM KocTmaHa)

AyTOCOMHO- ELA2 (70%), Gfil u
AJOMUHAHTHOE ap

X-cuenneHHoe WASP



6.2 6.1
ELANE+ ELANE+




TBH: HenonHas
NeHeTPaHTHOCTb, pa3Hasa CTeneHb
THKECTU



6.2 6.1
ELANE+ ELANE+




JTIABOPATOPHOE
NOATBEPXAEHWE TBH

s [1OCTOSsHHAs HEUTPOMEHUS C POXAEHUS
= HeTt noabema HenTpodnnos nNpu MHMDEKLMM

s O6pbIB cO3peBaHMNS B KOCTHOM MO3re Ha YpOBHE
npoMuenoumToB\ToTanbHOEe 0begHeHne
rpaHyIOLMTApPHOro poCcTKa



bI€ OJIACTHBIE KJIETKU
Mmueo0macThl
IIpomMuenoUThI
MuenounTsl
MeTaMuenoIUTEI

[ TamoukosiiepHbIE
JTAMQOLUTHI

CerMeHTOsI IEPHBIC
HEUTPO(DUIIBI

CvMmMma HeUTHOhUIIOB

HOpMa
%
0,1-1,1

0,2-1,7

1,0-4,1
6,9-12,2
3,0-14.9
12,8-23,7

13,1-24,1

%
1,6

1,1
2.3
2,0
0,8
1,0

1,1

9,3



PEAKWE NCKJTKOMEHNA N3
[TPABUJI:



HOpMa
% %
Hennddepennuporan- EMINEIN! 1,6

HbIE OJIAaCTHBIC KJICTKU

Mueno06maacThl 0,2-1,7 0,6
IIpomMuenoUThI 1,0-4,1 0,8
MuenouuTsl 6,9-12,2 7,6
MeTtaMueno0UuThI 8,0-14.9 6.9
[TanmoukosinepHbIE 12,8-23.7 9,1
JTAMQOLUTHI

CerMeHTOsI IEPHBIC 13,1-24,1 8,8
HEUTPO(DUIIBI

S S 54,7-68.9



ELANE\HAX -cpeaHee AKH

s 10 yen 1 mec »xxu3Hm - 1841 (ot 50 go
4100 kn)



KITMHUYECKWNE TTPOABJIEHUA
TBH

Tsxenble bakTepuanbHble NHPEKLUNN
[1paKTUYECKU He 3aBUCAT OT 3TUOMOIrNKU, 3aBUCAT OT
AKH n anutenbHOCTU CyLEeCcTBOBaHNS HEUTPONEHUU

BbICOKUM PUCK
rpanynouutbl < 500 /MKn

OuyeHb BbICOKUW PUCK
rpanynouuntbl < 100/MKn

JKCTpeManbHbIN pUCK (bakTepuemua > 20%)
rpaHynoumtbl < 100/Mkn B TeyeHue > 10-14 gHeu




KITMHUYECKWNE TTPOABJIEHUA

Cnabbi NokanbHbIXM BOCNanuTebHbI
oTBeT

HebonbLoe Yncnio nokanmsaumm
(I'IHeBMOHVIl/I, LENTHOJINTDI, I'Iepl/IOLI,OHTVITbI,

CUHYCUTbI, pexe - Cercuc)

CaMoe 4yacToe npossrieHne - nnxopaaka
HESAACHOM 3TUOOMNU

CKJTOHHOCTb K PY/IbMUHAHTHOMY TEYEHUIO




[THEBMOHUA



KINWNHNHECKWUE TMPOABJTEHUA
HEWTPOINMEHUN

JInMManeHnT




KINWNHNHECKWUE TMPOABJTEHUA
HEWTPOINMEHUN

OMdanuT




KITMHNYECKUE MNMPOABJTIEHA
HEVITPOHEHVIVI

PnerMoHa



KINWNHNHECKWUE TMPOABJTEHUA
HEWTPOINMEHUN

Cencuc+raHrpeHa



KINWNHNHECKWUE TMPOABJTEHUA
HEWTPOINMEHUN

[ UMHUTMBUT, CTOMATUT



KINWNHNHECKWUE TMPOABJTEHUA
HEWTPOINMEHUN

» %‘bi




3noKavyecTBeHHasa TpaHcopMaums npu
TSXKENON BPOXAEHHOWU HEUTPOMEHUU

3a 10 net HabmoaoeHna 21 % nauneHToB
c TXH pa3Bunu nemkemuio.

(Rosenberg PS,2006r.)

Y 80% u3 Hux O6blna 06HapyXxeHa

npuobpeTeHHast MyTaumsl reHa peuenTopa
G-CSF.

(Germeshausen M, 2007/r.)



TEPAIUA

" [1penapatbl [-KCD - ®dunrpactum,
JleHorpactnM (C 5 MKr\kr exxegHeBHO)

= Llenb — 4yncno rpaHy/IoLUUTOB HE MeHee

1000 B MK

= [1pn JOCTMXKEHUNUN 3(

DC

DEKTA —TUTPOBaAHNE

I,El,03bl\Klf)E':lTHOCTl/I A0 MUHNMAJIbHbIX



OLIEHKA
DOOEKTUBHOCTM\IMOBBILUEHUE
[0O35bl

= [1py HE2MEKTUBHOCTU — MOBbILLEHNE
no3bl A0 (100) 60 MKr\kr

= Koraoa?



MWN3JIONMO33

Mmenovaaﬂ @
MuenobnacTt
IL-3
IL-6 IL-3, GM-M, G-CSF
@ 15 - 24 yaca
Hepnenwu
C/A N/ MeTaMmnerno MUEeno NPOMUENO @

3031HOMUN O




TEPAIWA

s OueHka adhPekTMBHOCTU B TeueHnn 10-14
aHeu

= 3a60p KpoBK He paHblle 4yeM yepes 18
yacoB nocne eeeaeHns G-CSF



[1PU
HES®MEKTUBHOCTU\YACTNYHOW
DOPEKTUBHOCTW

" AHTMbaKTEepuanbHas Tepanus

= [1pn coxpaHeHun nudekumnn - TICK



LiInknnuyeckas HEUTPONeHUs

« MyTauna reHa ELA2 n gp
« Lnkn 14-36 gHen, 3-6 oHen

« YacTbi cuMnTOM — NIMXopagka
HEACHOro reHesa, CToMaTuT

= CmepTb oT nHdekumm 10 %



LiInknnuyeckas HEUTPONeHUs

« [loaTBepXoeHne — TecT Ha
umknmyHocTtb (3 OAK B Hegento 6

Hen)



AGNcells/ul
EERERE:

!

i

| a—
\/

1 3 5 719 11 13 15 17 19 21 23 25 27 29 30 1 3 5 7 9 11 13



_ UMKITNHECKAA
HEWTPOIMEHUA: TEPAITUA

TpebyeT MeHbLLEN AO3UPOBKU U
KpaTHOCTU BBeaeHusa [-KCo:

2-3 MKI/KI B IEHb, YEPE3 AEHb WU PEXE



TEPANWA TBH\LH

PerynsapHoCTb BBEOEHUSA

KoHTponb AKH



CUMHAPOMbI C HEMTPOMEHUEW

- iMmyHonorn4veckue HapyLleHus
(nMmMmagroneHus,
rmnorammarniooyfiMHHEMUSA)

- [pyrne uutoneHum
- PeHoTUNNYECKME OCODEHHOCTH






NMPUOBPETEHHBIE HEMTPOMNMEHUM

s VIHDEeKLUMOHHO-accoLMnpoBaHHbIe
s JlekapCTBeHHbIe

s ACCOUMMNPOBAHHbIE C TEMATOOHK.
3a601eBaHUSAMM

s VIMyHHbIE
s Vlanonatnyeckue

s [dpyrue




JIEKAPCTBEHHbIE HEMTPOMEHNW

s AHTUOUOTUKM

s HINBC

= HemponenTtuku

= [IpOTMBOCYAOPOXHbIE
s AHTUTUPEOUaHbIE

s KapanoBacKyngdpHbie
s AHTUTUCTaMUHHbIE

m [dXKenble MeTanbl



MHOEKLUWMOHHO-ACCOLUMNPOBAHHbIE

HEMTPOMEHUM
OcTpble BUPYCHble UHMEKLNK

KynmpyroTca caMonpoun3BoibHO B
KOPOTKME CPOKMU

He TpebyloT Tepanuu

He TpebyloT BMPYCOSIOrMyecKkoro
obcnepoBaHusa!!!




NMMMYHHAS HEUTPOMEHWUS

= K.n. 0ebiot B 5-15 Mec
= Hanunymne AH AT — He Bceraa !

= KM — runep- nan HOPMOKIETOUHbIN, C

HOpMasibHbIM WU MOHMXEHHBIM KOSTIMYECTBOM
3pesnbiX HEUTPOMUIOB

* bnaronpuaTHOE TeYyeHue, K.M. COHTaHHas
pPEMUCCUS

= Tepanust TO/bKO NPU HAaANYNN MHDEKLIMOHHOMO
CMHApPOMa



NMMYHHAS HEUTPOMEHUS:
TEPAIUA

= Bbicokoao3oBbit BBUIN 1-2 r\kr — noBTOpHbIE
KypCbl

= [lynbc-Tepanusa 'KC — noBTOpHbLIE KYypPChl

2ddeKkTUBHOCTb MeHee 30%, peunans

= [-KCO



NANONATUHECKAA
HENTPOINEHWA

BcTpeyaeTca B paHHEM BO3pacTe

Hepeako — Te K& MMMYHHble MeéXaHU3Mbl,
HO 6e3 0bHapyxeHus AT

bonbllas 4actb — AO06poOKayecTBeHHas
HEUTPOMNEHNS AETCKOro Bo3pacTa

K.n. He TpebyeT Tepanuu



JleunTb nnn HeT?

a [IpMobpeTEHHDBIN rEHE3 HEUTPOMEHUU

s OTcyTcTBME 3HAUMMOWN MHMDEKLMOHHON
CMMMNTOMATUKN U XPOHUYECKNX OYaroB




JleunTb nnn HeT?

= [BH 1 unknmnyeckas HEUTPOMNEHUS
(reHeTu4yeckn noaTeepXkaeHHas )

s [lpyrmne BpoXXaeHHblE N NPUNODBPETEHHbIE
HENTPONEHNN + 3HAYMMbIE UHPEKLINU




BAKUWHALNA TP BCEX!
HENTPOMNEHUAX

= VMHaKTMBMpOBaHHbIe BaKLUMHbI — MO
KaneHaapro

= KuBble — Npu ynucne HentTpodunnos
6onee 500 kn\Mkn

s COTHM BaKUMHUPOBAHHbIX — COBEPLUEHHO
6e3o0nacHO\>dPdDEKTUBHO




BakunHauua y nauneHToB ¢ TXH

3500 16
3000 14
CpeaHWii YpoBeHb
AKH y nauueTos ¢ 12
B TXH Haxopsawmecs E
Ha Tepanun G-CSF T
A0 BaKUMHauum X 10- cpepHssa gosa G-
2 i CpeaHW YpoBEHb ' u CSF po Havana
s 2000 ]
- AKH y nauueTos ¢ s BaKLUMHaUmMm
5 TXH Haxoaswwmecs w 8 cpeaHss fosa G-
- "Ha Tepanun G-CSF ) .CSF Ha ¢oHe
¥ 15007 yepes 1 mec nocne Q Tepanuu
< npoBeAeHUS O 6 - HUKOTUHaAMUAOM
BaKLUMHaLMK g
=,
500 2 -
0o - 0 -




BakunHaLumMa y naunueHToB, He
NnoJsly4alroLmnx Tepanuio







