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HewTponeHun BcTpeyatoTcs B BUAE CUHAPOMA U AMarHocTu-
pyloTCs Kak nepBuMYHOEe 3aboneBaHne HeENTPOUIbHbIX NTEeNKoLM-
TOB W/UNW UX NPeaLEeCTBEHHUKOB.

Kputepuem HeliTponeHun siBnsieTcs abcontoTHoe YyMeHbLUIEeHWE
Konuyectsa HeMTpodunoB (NanovkosiAepHble + cermeHTosiaep-
Hble): y geten go 1 roga Huxke 1 Toic. B 1 Mkn, nocne 1 roga —
MeHee 1,5 TbiC. B 1 MK KpOBW.

MpuYnHBI HENTPONEeHUn:

|. HapyweHune npogykuumn HeWTpodunoB B KOCTHOM MO3re
BCcrneacTeve Aedekta KneTok-npeawecTBeHHUL, U/Mnum Mnkpo-
OKPYXEHWS, UMM Murpaums HemTpodunos B nepudepryeckoe
pycno (HacneacTBEHHblE HEWTPOMNEHUW, CUHAPOM HEWTPOMNEHNM
npu annacTuyeckon aHemmm).

1. HapylieHne coOTHOLIEHNS LIMPKYNUPYIOLLMX KIIETOK 1 Npu-
CTEHOYHOTO Nyna, HakonneHve HeMTPoUIOB B o4arax Bocnane-
HWUA — nepepacnpefenuTenbHble HENTPOMNEHUN.

Il. JecTpykuns HenTpounos B nepmudepmuyeckom pycne
1 B pa3nuyHbIx opraHax garoumtamMmm — UMMYHHbIE HENTPONEHNM
1 remocparouUTapHble CUHAPOMbI, CEKBECTPaLMS NPU NHADEKLIMSIX,
BO34encTene Apyrux akTopos.

MoryT 6bITb COveTaHUSI Pa3NUYHbIX BbllLeyKa3aHHbIX 3TUOSOo-
rMYecknx akTopoB.

CVHAPOM HEeWTpOMneHUU xapakTepeH Anst MHorux 3abone-
BaHUN KpOBWU (OCTpbI NENKo3, anfactmyeckas aHemMusi, CUH-
apom lBaxmaHa-JanemoHga, MmenogmcnnacTUYeckuin CuH-
APOM), COeAUHUTENBHON TKaHU, NEPBUYHBIX UMMYHOAE(ULMTOB
(X-cuenneHHas arammarnobynuHemusi, X-cuenneHHbl runep
Ilg M, obwasa BapuabenbHas MMMyHonormyeckas HegocTaTou-
HOCTb), BUPYCHbIX U HEKOTOPbIX BakTepranbHbIX MHAEKLMIA.

HeiTponeHun OensaT Ha NepBUYHbIE U BTOPUYHbLIE,
HacneAcTBeHHble U NPUOBPETEHHbIE.

Cpenm nepBUYHbLIX HENTPOMNEHWI BbIAENSIOT reHeTUYeckn ae-
TEePMUHUPOBAHHbIE (HACNEACTBEHHbIE), UMMYHHbIE U XPOHUYe-

NEQUATPUA

CKyto foBpoKkayecTBEHHYH HEWTPOMNEHWIO AEeTCKOro Bo3pacTa.

KnuHnyeckas kapTuHa obycrnosneHa npexae BCEro Bbipa-
XXEHHOCTbIO HEeNTponeHuu, a TedeHne GornesHu 3aBUCUT OT ee
NpyYKnHbl U bopMbl. Jlerkue HeMTponeHun MoryT npoTekaTb Gec-
CUMMTOMHO, N y 60mnbHbIX BO3HMKaT YacTele OPBW, nokanu-
30BaHHasl BakTepuanbHas MHEKLMS, XopoLwo nogaatoLliasacs
CTaHOapTHbIM MeToAaM neveHust.

CpepHeTsikenble hopMbl XapaKTepu3ytTcs YacTbiMU peLu-
OVBaMK NOKanmM3oBaHHOW rHOMHOW MHdekumn, OPBWU, peumngm-
BUpPYIOLLEN MHEKUNENn pOTOBON NOSIOCTU (CTOMATUT, TMHIVUBMUT,
napogoHTo3). MoxeT 6bITb 6eCCMMNTOMHOE TEYEHME, HO C arpa-
HYMOLMTO30M.

Tskenble HeMTPONEHUN CONPOBOXAAITCS BblPaXEHHOW MHTOK-
cvKaumen, NMXopagKkon, YacTbiMU TSKENbIMU GakTepuanbHbIMM
N rPUBKOBBLIMU MHMDEKUNSIMU, HEKPOTUHECKUMU MOPaAXKEHUSMN
CMU3UCTLIX, PEXE KOXWU, AECTPYKTUBHLIMU MHEBMOHUSIMU, NOBbI-
LUEHHbIM PUCKOM Pa3BUTMS CEMNCUca W BbICOKOW NETaNbHOCTbLIO
npu HeagekBaTHOM Tepanuu.

OwnarHocTuka:

1) pasBuTue 60ne3HN, OTATOLEHHBLIN CEMENHbIV aHaMHe3;

2) KNMHMYecKas CUMNTOMAaTUKa;

3) remorpamMma B AMHaMUKe C NoAcHETOM KonmyecTea TpomGo-
LMTOB eXeHeAenbHO B TedeHne Mecsiua (2-3 pasa B HeAenio B Te-
YeHue 2-X MecsLeB NPy NOA03PEHUN Ha LIMKIMYECKYH0 opMy);

4) muenorpamma npu TSHXKENON U CpeaHEeTSHKeNnon HenTpo-
neHuu;

5) onpepeneHne CbIBOPOTOYHbIX UMMYHOTTO0YNMHOB;

6) nccnegoBaHne TUTpPa aHTUIPaHyNoOUUTapHbBIX aHTUTenN
(AlAT) B CbiBOpPOTKE KPOBM BONBHOIO C ONpeaeneHnem aHTuTen
K MeMbpaHe v uuTonnasMe HemTpodunoB C NOMOLLbID MOHO-
KINOHanbHbIX aHTUTEN — Mo NOoKa3aHWsIM (XapakTepHo ANs BUPYC-
accouUnpoBaHHbIX OPM);

7) no nokasaHusiM — cneumarnbHble TecTbl (KynbTypanbHble,
LuMTOreHeTUYeckne, MonekynsipHo-6uonormyeckme).
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NeyeHue

BonbHOMY ¢ abCONOTHBIM KONMMYECTBOM HENTPOUNOB MEHEE
500 B MKN 1 NIMXOpagKow, He3aBUCMMO OT nNpegnosiaraemMon npu-
YWHbI HENTPOMEHWN, HEMEANEHHO AOMKHa GbiTb Ha4YaTa amnu-
pudeckas aHTubakTepuanbHasa Tepanus. [JanbHenlwas TakTuka
onpefensieTcsi XxapakTepoM U TeYEHNEM HENTPONEHUN.

HacnepcTBeHHble HEUTpoONeHUn

Cpeau nepBrYHbIX HAacNeACTBEHHbIX HEUTPONEHWI BbIAENSIIOT:

1) XpOHUYECKMe HENTPONEHUN C HapYyLIEHNEM CO3PEBaHUS
HEWTPOUIOB B KOCTHOM MO3re Ha YpOBHE NPO- U MUENOLMTOB
(«c BblCOKMM OBOpbLIBOM CO3peBaHusA»), Bkoyas 6onesHb Koct-
MaHa;

2) UMKNnYeckne HelTponeHuu;

3) XpoHMYeCcKasi HEMTPONEHNs C HapyLUEHNEM BbiXoAa rpaHy-
JIOLMTOB U3 KOCTHOTO MO3ra (MUeriokaxekcus).

O6GLWMMM AMAarHOCTUYECKUMU KPUTEPUSMU HAcNeACTBEH-
HbIX HENTPONEHUN ABNAIOTCA:

— OTAroweHHas HacneacTBEHHOCTb;

— MaHudecTHas! KNMHNYeckasi KapTuHa C NepBbiX MecsILEB
XKU3HU;

— MOCTOSIHHas UnNun umknuyeckas Hentponexus (200-1000
HeNTPOMMIOB B MKI1) B COYETaHWE C MOHOLIMTO30M U B MOSIOBUHE
cny4aeB C 303MHOUNnEN;

— W3MEHeHUs1 B Muenorpamme onpegensitorcst hopmoln 3a-
6onesaHus;

— ATAT oTcyTCTBYHOT;

— MonekynsipHo-6uonormyeckme MeTodbl MOTyT BbISIBUTb re-
HETMYECKU AedeKT.

CuHgpom KocTMaHa (OeTCKui reHeTu4eckun AeTepMUHUpo-
BaHHbIV arpaHynouunTos) — Hanbornee Tsxenas opma Hacnea-
CTBEHHOW HenTponeHun. Tun HacnenoBaHWsi — ayTOCOMHO-
peLeccuBHbINA, HO MOryT BbITb Copaguyeckue cryyav u OMM-
HaHTHbIN TUN HacneaoBaHWs.

[ebtoT 3aboneBaHns B nepBble MECSILbl XXU3HU UMW B Nepuos,
HOBOPOXAEHHOCTU B BUAE TSHKENbIX PELIMANBUPYIOLLNX BakTepu-
anbHbIX MHEKUNIA — CTOMATUTA, TMHTMBUTA, MHEBMOHWM, B TOM
yucrne AeCcTpYKTUBHOM. Y pebeHKa BblpaXKeHHbIV arpaHynoumTos:
Konunyectso HenTpodunos meHee 300 B 1 mkn. Muenorpamma:
TONBbKO MPOMUENOUUTLI U/UM MUENOLMUTLI, YBEMUYEHO YUCIO
303UHOUMOB 1 MOHOLMTOB. B npoMuenoumTax BcTpevaoTcs
aTUNW4Hble siApa, KpynHble adypoduibHble rpaHyrnbl U Bakyonu
B uMTonnasme. Y yactu 60nbHbIX (MPEVMYyLLEeCTBEHHO MpK Cro-
paguyeckmx criyyasx) BbiiBRsieTca myTtauus reHa (reH ELA-2),
Kogupytowero obpasoBaHue anacrtasbl HenTpodunos. B npo-
Lecce Xun3Hu YyacTtb 6onbHbIX cuHapomom Koctmara (13-27%)
npuobpeTaloT TouevHy myTauumio reHa peuentopa — G-CSF.
OTU NauneHTbl OTHOCATCS K FPynne BbICOKOro pucka Nno passuTumio
OCTpOro mMuenobnacTHoro fienko3a u MUenogucnnacTUuyYeckoro
cuMHApoMa.

NeyveHwue:

1) konoHnectTumynupytowme dgakropbl (KCP) — G-CSF (dun-
rpacTMm M feHorpacTvMM) B CYyTOYHOW TepaneBTUYECKOW [03e
6-10 mkr/kr nogkoxHo. MNMogaepxusatoLas Ao3a UHAMBKUAYanbHas,
OHa Heobxoauma Ans nopgaepxaHusi abCconTHOrO KonMyecTea
HevTpocpunos 6onee 1000 B 1 Mkn. MNpUMeEHAETCA NOXUIHEHHO;

2) B nepuof 060cTpeHns UHPEKLMN — aHTUONOTUKMN LLUIMPOKOTO
cnekTpa AencTBus, NPOTUBOrPMOKOBLIE Npenapars;

3) B KpavHe TsXenbIX crnyyasax nokasaHbl TpaHcdys3uu Oo-
HOPCKMX rpaHynoumTOoB;

4) npun pe3ncTeHTHOCTU K NneveHnto KCP nnum nossneHmm myta-
umun reHa peuentopa G-CSF nokasaHa annoreHHasi TpaHcnnaH-
Taums KOCTHOrO Mo3ra.
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bes cneunanbHoro neyeHunss 6onbHblEe paHbLle nornbanu
B paHHeM BO3pacTe.

Uunknuyeckasa HentponeHus (LiH)

LIH — pegkoe (1-2 cnyyas Ha 1 MNH HaceneHns) ayToCOMHO-
peueccuBHoe 3aboneBaHune. CemeliHble BapuaHTbl UMEOT [0-
MWHaHTHBIA TUN HacnefoBaHWs U AeBTUPYIOT, Kak NpaBuIo, Ha
nepBoM rofy *u3Hu. BcTpevatoTcs cnopaguyeckue cnyvyam —
B ntobom Bo3pacTe. B ocHose LIH nexut HapyLleHne perynsaumm
rpaHynouMTOnoa3a ¢ HopMarbHbIM, AaXe MOBbILIEHHbIM cofdep-
»aHvem KC® — B nepuop, Bbixoga 60nbHOrO 13 kpusa.

KnuHuueckn 3aboneBaHne NPosiBNSIETCS PerynsipHo NOBTOPSIHO-
LMMKCS C onpeaeneHHoON NepUoaNYHOCTbIO HENTPONEHNYECKUMU
Kpu3amu, BO BpeMsi KOTOPbIX Y 6ONbHbIX BO3HUKAET NNXOPAAKa,
CTOMaTUTbI, TMHTMBUT, (DapUHIUTLI, MMM adeHnTbl U Apyrve oya-
rM nokanu3oBaHHOW GakTepuanbHOM UHMEKLUN, peaKo MOryT
6bITb abcuecchl B nerkux u centuuemusi. BHe kpuaa coctosiHue
©onbHbIX HOpManuayeTcsa. Pa3sButne nHgekunin obycnosneHo
nageHneMm yucna HelTpoduNoB A0 eAUHUYHBIX; KPOMe TOro,
B reMorpaMmme oTMeYaeTcsi MOHOLIMTO3 U 303uHoUNus. Jnutenb-
HoCTb kpu3a —- 3-10 gHen, nocne Yero nokasarteny remorpammel
Hopmanuaytotcs. VIHTepBanbl Mexay Kpu3amu cocTaensioT 21
OeHb (14 gHen — 3 mecsaua). OuarHos LIH gokymeHTupyetcs
pe3ynbTaTaMu aHanu3oB KpoBu 2-3 pasa B Hedenio B TeYeHue
8 Hepenb.

IleyeHune:

1) G-CSF 3-5 mkr/kr nogkoxHo. MNpenapat BBOAAT 3a 2-3 AHSA
[0 Kpu3a 1 NpoaomKatoT 4o HopManu3auum reMorpaMmmbl. ipyras
TakTMKka — nocTosiHHasa Tepanust KC® exegHeBHO unu vyepes
OeHb 2-3 MKr/Kr. 9TOro 4oCcTaTovHO, YToObl NOAAEPXKMBATDL YNCIO
HenTpodunos 6onee 500 B Mkn, 4To 0obGecneynBaeT yaoBNETBO-
puUTENbHOE Ka4yeCcTBO XU3HW;

2) Npy pas3BUTMM UHEKLUN — aHTUONOTUKN N MeCTHas Te-
panus.

XpoHuyeckasi reHeTU4ecku AeTepMMHUPOBaHHasA HeNTpo-
neHus ¢ HapylleHWeM BbixoAa HEUTPOMNOB U3 KOCTHOro
Mo3ra (Muenokaxekcus)

3aboneBaHne ¢ ayTOCOMHO-PELLECCUBHbLIM TUMOM Ha-
cnepoBaHus. HentponeHus obycnoeneHa AByMsi AedeKkTamu:
YKOPOYEHUEM XKU3HU HENTPOUMOB, UX YCKOPEHHBIM anonTo3om
Ha TeppuToOpUM KOCTHOTO MO3ra U CHUXEHMEM XeMOTaKcuca.
Kpome TOro, cHmxeHa cdaroymtapHas akTUBHOCTb HENTpOU-
nos..

KnuHuka: Ha nepeom rogy peumnavBupyoLLas nokannsoBaHHas
OakTepuanbHas nHpeKUMs (MHEBMOHUSA, CTOMATUTbI, TMHTUBKT).
B nepudepuyeckor KpoBu HEMTPONEHMSA U NENKONEHNSI B COYETa-
HUW C MOHOLIMTO30M U 303MHOmnmen. Ha dhoHe BGakTepuanbHbiX
OCNOXHEHUA — HENTPOMUIbHBIA NENKOLMTO3, KOTOPbIA Yyepes
2-3 oHA cMeHsieTcsa nerkoneHmen. Muenorpamma: KOCTHbIA MO3T
HOPMO- WUIN TUMNEPKMETOUHbIN, YBEMUYEH rPaHynoUUTapHbIi psif
C HOpMarnbHbIM COOTHOLUEHWEM KIIETOYHbIX SMeMEHTOB U npe-
obnagaHvnem 3penbix kneTok. HabniogaeTcst rmnepcermeHTaums
a0ep CerMeHTosiAepHbIX HEMTPOUIOB KOCTHOTO MO3ra, Bakyo-
nM3aumsi LUTONNa3mbl, KONMMYECTBO MPaHyn CHKEHO.

JleueHue:
aHTubunoTukn, KCP, goHopckune rpaHynoumThl.

XpoHuyeckasn Aob6pokayecTBeHHasi HEMTPONEeHUs [eTCKOro
Bo3pacTa

Bo3sHukaeT cnoHTaHHO Ha 1-2 roay Xwu3Hu, paspeLuaeTcsl camo-
cToATenbHO K 2-5 rogam. MNMpoTekaeT B HeTsbkenon opme. Konu-
yecTBO Hentpodunos 500-1000 B 1 Mkn. B nyHKTaTe KOCTHOrO

NEQUATPUA
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MO3ra CHUXEHO KONMUYEeCTBO CEerMeHTOsIAEPHbIX HEVTPOMUMIOB,
MOBBILLEHO YXCIO NanovyKosaAepHbIX HEUTPOGUIOB.

TNeyeHve craHgapTHoe. MpodmnakTnyeckme NpuBUBKYU NPOBO-
OATCs No Bo3pacTy npu abcontoTHOM yucrne HenTpodunos Gonee
800 B 1 MK

MpuobpeTeHHble HENTPONeHUun

UMMyHHbIe HelimporneHuu:

1) nepBuYHbIE:

— TPaHCMMMYHHasi — NpU HaNUuUKM y Matepu ayTouMMYHHOM
HEenTponeHuw;

— VU30UMMYHHas (annoMMMYyHHas);

— ayTOMMMYyHHasl.

2) BTOPUYHbIE:

— Andbdy3Hble 3aboneBaHns COeaUHUTENBHON TKaHW (CUCTEM-
Hasi KpacHas BoONYaHKa, HOBEHWUIbHbIN peBMaTOUAHbIN apTpuT,
cknepoaepmusi);

— numdonponudepaTnBHble 3aboneBanns (6onesHb XomKKn-
Ha, HEXOMKKUHCKNE MMM OMbI, XPOHUYECKUIA NMMAONEnKos);

— FMCTMOLMTO3bI.

MepBUYHBIE UMMYHHbIE HEUTPOMEHUU BCTPEYalTCsl Npenmy-
LLIECTBEHHO Y AeTel NepBbIX ABYX NET XU3HW.

M3oummyHHasa (annoMmMmmyHHasa) HENTPONEHUs BO3HUKaeT
y nnoaa BCrneacTBME aHTUrEHHOW HECOBMECTUMOCTU HeNTpodu-
nos ero n matepu. isoaHtutena matepu (Ig G) npoHukatoT Yyepe3s
nnaueHTy 1 paspyLuatT HeWTpodunbl Nnoaa.

Yactota — 2 Ha 1000 HoBopoOXaeHHbIX. TeyeHne beccumn-
TOMHOE WU HeTsKenoe, peako — Tshxenoe. [narHos ctaButcs
B nepuoge HOBOPOXAEHHOCTM UMW B NepBble 3 MecsiLa XU3HU.
B cbiBopoTKe kpoBu pebeHka BbISIBASIOT N30aHTUTENa.

Mpn oTcyTCTBUM UHEKUMI neveHus He Tpebyetcs. B cny-
Yae MX HanmuMuusi — aHTUBMOTUKN, NPU cpedHeTskenon dopme
[OMOMHUTENBHO BHYTPUBEHHBIA uMMyHornobynuHi G (BBUIN G),
Tsxkenon — G-CSF B codetanumn ¢ BBUI G n aHTMBUOTUKaMu
LLIMPOKOTO CneKkTpa AelcTBuS.

AyToummyHHas HenTponeHus (AVH) coctaenseT 65% ot nep-
BWYHbIX HEUTPONEHWIA.

KpuTepuu anarHocTuku:

— Hanuuve ayToaHTUrpaHynoLumTapHbIX aHTUTEN B CbIBOPOTKE
KPOBM BONBHOrO — OCHOBHOWN KpUTEPUA;

— CBfI3b C NEepeHeceHHOW WHMekumen (Yawe BUPYCHOM)
n/vnu ¢ npuemMom nekapcTB (CynbdaHunamuabl, HeCTepouaHble
npoTmBoBoOCnanuTenbHble CPeACcTBa M Ap.);

— MOBbILLEHNE YPOBHSA Mna3MaTuyecknx KneTok B nepude-
pyYECKOl KpOBY;

— ApYyrve NMMYHHbIe LUTONEHUN.

NEQUATPUA

Mo TeyeHuto BbIZENSAIOT OCTpble (A0 4-X MEeC.) N XpOHUYecKne
(6onee 4-x mec.) ayTOMMMYyHHbI€ HEMTPOMEHUN; NO CTENEHN THA-
XKeCTun — nerkve, CpefHeTsHKENbIe U TSXenbIe.

Y peTen paHHero Bo3pacTta npeobnagatoT ocTpble HeTskernble
HenTponeHun. AbcontoTHas HenTponeHus cocTaensaeTt 500-1000
B 1 MKn. Y geTel cTapluero Bo3pacra Yallie pa3BmBaeTcsi ocTpasi
Tshkenad AUH — 3TO OCTpbIN UMMYHHbIN arpaHynoumnTos. Knu-
HMYECKN MPOSABNSETCA NUXOPaaKkon, hapuHIMTOM, CTOMaTUTOM,
NMHEBMOHUEN, NPY HeageKBaTHON Tepanuu BbICTpo pa3BMBaeTCs
Cerncuc ¢ BbICOKOWN NeTanbHOCTLHO.

INeyeHue

Jlerkue dopmbl neyeHuss He TpebyioT. pu cpegHeTsIke-
non un Taxenon opme ANH HasHavalT KOPTUKOCTEPOUAbLI U3
pacueta 2-5 mr/kr/cyTkn, a Takke BBUI G B KypcoBow fose
1,5-2 r/kr. Mpenapatamu BbiGopa saensaTca G-CSF 8-10 mkr/kr/
CYTKWN B COMETaHUM ¢ 6asncHow Tepanmein (aHTUBMOTMKK, MPOTUBO-
rpubKoBbIe U NPOTMBOBUPYCHbIE cpeacTBa). [pn XpoHu4eckomn
AWH adpdektueHbl G-CSF n BBUT G.

MpodunakTuyeckne NPUBUBKM PEKOMEHAYIOTCS Yepes roa.
Mpu Tskenbix oopMax U XpOHUYECKOM TEYEHUU TakTMKa UHAU-
BMAyanbHasi.

JlekapcTBeHHble HEUTPONEeHUU

Y petew pa3BuBaloTCs peaKko, Yalle B cTapllemM Bospacrte. Me-
XaHU3M pa3BUTUS: UMMYHHbIV UK LLUTOTOKCMYECKUA. MOXeT ObITb
nekapCcTBEHHas MAMOCUHKPa3usi, 06ycnoBneHHas doepmeHTonaTu-
el unu pacctponcteamym metabonunsma y naumeHta. B kavectse
JNle4YeHUss peKoMeHAYeTCs OTMEHUTb NpenapaTt UMM YMeHbLUNTb
no3sy. B Taxenbix cnyvasx HasHavatoTcss KCP 1 nposoguTcs no-
CUHOPOMHas Tepanusi.
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