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OyHKIMS HEUTpODuUiia

White blood cells (neutrophils)

Gestroy invadaing oacie
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G-CSF cokpalyaet co3peBaHne 0o 5 gHeun



Jle(pekThl HENTPO(PUIBLHOIO 3BEHA PA3ICISIIOTCS Ha:
* KOJHYECTBEHHBIC — HEUTPOIICHUN

* KA4E€CTBEHHBIC — AC(EKTHI (PYHKIIAU
HEUTPO(DHUIIOB



* HeuTpornenusa onpeaeasercs Kak
YMEHBIIICHUE KOJINYECTBA LIUPKYIAPYIOIIUX
HEUTPOPUIIOB ITEeprU(hEPUICCKON KPOBHU
moke 1500/ Mk,

* y IETEX B BO3pacCTe OT 2 Helelb 10 1 roga
HUKHEW TPAHUIIEN HOPMBI SBJISIETCS

1000/MKJ1.



Kiaccndpukanusa HeMTPONEHUYECKUX COCTOSHUH

110 cTeneHn BHIPAKEHHOCTH:

Camxenue HeutpoduiioB a0 1000/Mki
PACICHUBAETCS KaK JIETKAsl CTCTICHb
HeuTporeHun, S00-1000/MKIT — cpenHsis,
MeHee 500 — TshKenasi CTECHb
(arpaHynoLuTO3).

110 mMpox0/IKHUTETbHOCTH HEUTPOIIEHUH
Pa3JICIAIOTCS HA OCTPhIE (10 3 MecC.) U
XpoHHYEeCKHre (0onee 3 Mec.)



Buibl HEUTPOIIEHUN

* BpoXXeHHbIC HEUTPOIICHUU:
 [IpuoOpeTeHHass HEUTPOIICHUS

* XpOHHYECKAS UIUONIATUYECKAA HEUTPOIICHUS



BpoikaeHHbIe HCUTPONICHUM

1. Tsizxenast BpoxxaenHasi Heiitponenus (Severe congenital neutropenia -SCN)

— TsDKeJas BPOXKJICHHAs HEUTPOIIEHUS ¢ ayTOCOMHO-PEIMCCUBHBIM TUIIOM HACJIEIOBAHUS
(cungpom KoctmaHa)

— TsDKENasi BPOXKJICHHAs! HEUTPOIIEHUS ¢ 8y TOCOMHO-JOMUHAHTHBIM THUIIOM HACJIEI0BaHUS
— X-CLEIUICHHAs HEUTPOIICHUS

2. 1{uKInYecKass HEUTPOIICHUS

3.BpoxxaeHHbie MeTa0oIMYecKHue 00J1e3HU, COMPOBOKAAIIIHECH

HEUTPONEHUEeH:
- I mukorenos tum 18
- MetunamuHoauuypus
- Cungpom bapra
- Cunapowm IlIBaxmana - JlaimoH1a
4.I1epBu4HbIe UMMYHOAE(PUUHUTHI, COMPOBOKIAAIOIINECHA HEHTPOIEeHU e

- runiep-IgM cunapom
- araMManio0yJInHEMUSI
- PETUKYJSIpHAs. JTUCTECHE3Us

5.WHIM cunapom (warts, hypoimmunoglobulinemia, myelokatexis)
(MHeJIOKaXeKCHUs)

6.Cunapom Yenuaka-Xuramu
7. BpoxxaeHHbIN JUCKEPATO3



IIpuoOpeTeHHbIe HEUTPOIIEHUH

1.UmyHHBbIC:
-IICPBUYHAA AYyTOUMMYHHAA
-BTOpHUYHAA ayTOMMYHHAas
-AJJIOMMYHHAasA HCﬁTpOHGHHﬁ HOBOPOXKACHHBIX

2. BropyyHble (CMMOTOMATHYECKHE) HEUTPOIIEHUH

-undexmonnsie (BMY, IIMB, nmapsaBupyc 19, Helicobacter pillory u ap.
BUPYCHBIE U OAKTEpUAIIbHBIC MH()EKIINN)

-JICKApCTBEHHO WHYLIUPOBAHHBIE
-BCJICJICTBUE TEpAMU [IUTOCTAaTUKAMU

- pu 3a00JIeBaHUSAX KpOBH (0ocTpbIe Jieiiko3bl, MJIC, amiactTudeckas aHeMHs1)
- npu ayTouMMyHBIX 3a0oeBanusx (CKB, peBmaronaHbIi apTpuT)

- P TPAHCIUIAHTAIlUM KOCTHOTO MO3Ta, CTBOJIOBBIX KJIETOK, ITOYKH.

-KaK CJICICTBHE TUNepcIuieHrn3Ma (mopTajabHas TunepTeH3us, 0onesus loiie,
HOBOOOpa3oBaHUsl, UH(EKIINN).

-HeA(P(EKTUBHBIN IPaHYIONUTONO033 (HeduiuT ButaMuHa B12, ¢ponueBon
KUCJIOThI, MEJIH).



JnddepeHInAIBHBIN IUATHO3 HEUTPONCHUM

AKH<0 5 109/n (<1 0109/ + TKkenble MH(beKU'HM) MAC, nemknze, aNNacTUUECKOM 3HE MMM, dYTOUMYHHON
safionesanuy, BAY, NekapcTBEHHOMHAYLMPOBAHHBIE.
B3 W > aHANM3ax KPOBMW B TEYEHME B Mec.

O6¢cneposanne Ha AH AT

Het AH AT

TAxenas XPOHU4ECKan HeHTPONeHus [ WCKMIOUSIOTER CUMNTOMATMUECKME HEMTRONEHMA MK

MoeTopHTh

Ectb AH AT—] AYTOMMYHHAR HEWTPONEHUA

MyHkuus KM

Havano Tepanui [-KCO / / \ Havano tepaniu M-KCO

Het "0bpbiBa co3peBanua” Ha CTaauu NPOMHENOLMTa Ectb "0bpblE CO3PEBaAHMA" Ha CTAZMM NPOMUENOLMTA

3 aHanHsa KPOBH B HEACNIO B TeyeHHe b Hegenb

Het Uupknuyeckon asucumoctn AKH 21 gH.Upknbl uameHemua AKH
‘ 14 oH.umknel npu nevenun [-KCP
I

[pyras HeATponeHns Liuknu4eckan HenTponeHns Cungpom KoctMaHa
CM. CNeayLLy cTpaHuLy

AKH - abconiotHoe konudecTeo HenTpodunoe, AHAT- aHTuHerTpodunbHble aHtutena, [-KCP-rpaHynowuTapHbIi KONOHMECTUMYNMPYIOLLMA dakTop



JInddepeHIHANBHBIN JUATHO3 HEUTPONICHUM

Taxenas XPOHK4ECKaA HGﬁTpOﬂeHMH

AKH<0.5 103/n (1.0 109/n + 1axenble uHdekumm)
B3 W > aHaNM3ax KPOBM B TEYEHME B Mec.,

/

OTcTaBaHve B pocTe — _

HelTpansHbIiA #Mp B CTyNe
KOCTHbIE aHOManMK

HapyLUeHme coyHKLM
NOZKENYA0HHOM XKeneab

HopmanbHbIiA NOTOBbIA TECT
|

Cungpom LBaxmaHa
NlanmMonaa

WCKNiDYaIaTCA CHINTOMATMYECKME HEHTRONEHMM MPK
MAC, NeMKko3e, aNNACTUUECKON aHEMAK, 3y TOMMYHHOM
safioneeaqun, BUY, NeKapcTEEHHOMHAYLMPOBAHHBIE.

HopmarbHbIi pocT

BpowgerHan [enaTomeranmd \
OUNATaLMOHHaA [WNOrMMKEmMMA HeT apyrux
kapavommonaTiA CHMNTOMOB

3-METUNTMIOTAKOHMKALWIYPHA edpexT
AP feg Wouonatuyeckan
rMIoko30-6 hocdhar- .
. HETPONEHNA
Hitakii XonecTepmH TpaHCnoKask!
bapc cuHgpom [ nuKkoreHoBas MeTunmanonaumaemus
bonesHb 18 TMN




Cungpom Kocrmana

* Cunapom KocTmaHa— TspKenast BpOKICHHAS
HEUTPOIIEHUS C Ay TOCOMHO-PENECCUBHBIM
TUIIOM HACJIEIOBAHUSA

 [Ipu cungpome KoctMana y OOJIBIIMHCTBA

[TAIIMEHTOB BBISIBIAETCS TOMO3UTOTHAS
MyTauus reHoB HAXI n ELA2

e Bcerpeuaercs 1-2 ma 1000000 nHaceneHus



Cungpom Kocrmana

 I'en HAX [ xomupyeT MUTOXOHAPHUAIbHBIN
antuanontorudeckui 6emoxk HAX 1, kotopsblii
NOAAEPKUBACT MOTEHIIMAI MEMOpaH MUTOXOHAPUM 1
TaKUM O0Opa30M 3alllUIAeT MUCIOUIHBIC KJIETKH OT
armonTo3a. IIpu nedexre sToro Oejka yCUIICH alonTo3
MHETTOUIHBIX KIIETOK

e Takke 4aCThIM I'€HETUYECKUM JI€(PEKTOM y OOJBHBIX C
SCN siBisieTcst myTauus B rene £LA2 (1oKaJIu30BaHHOM Ha
xpoMmocome 19 p13.3), kogupyromiem 31actasy
HenTpodunos ELA-2. Myrauuu B reie ELA 2
oOHapyxuBaroTcsa B 30% ciaydaeB Ipu ayTOCOMHO-
peuuccuBHoM SCN u B 60% cirydaeB mpu ayTOCOMHO-
noMUHAHTHOM SCN M IIpaKTUYECKU BO BCEX CIIydasix
[IUKJIAYECKON HEUTPOIICHUH



LHukanyeckass HEMTPONCHUSA

3a0o0JieBaHHE UMEET ayTOCOMHO-
NTOMHWHAHTHBIM XapaKTEp HACICAOBAHUS HJIH
BO3HHUKAET CIIOPAJUIECKU. B OCHOBE €10
JIEKAT MyTanus reda ELA2 (koTopas Takxke
BBISIBISCTCS Y 4acTH 00JIbHBIX ¢ SCN).
[IpnueM gaxxe y (GEHOTUIHUYECKH 30POBBIX
YJIEHOB CEMbBbU OOJIBHOIO ITUKINYECKOM
HEUTPOIICHUEN TaKKE MOXKET ObITh
BBISIBJICHA JaHHAs MYTallHsl.



LHuKJIn4yeckass HCUTPONCHU A

e [leppognuHOCTh cocTaBideT oT 14 no 36 nHewn, y
70% OONBHBIX - 21 JIEHB.

e DNU30/ibl HECUTPOIICHUH OOBIYHO NPOAOIKAOTCS
oT 3 1o 10 gHen, mocie 4ero KoJIn4ecTBO
HEUTPO(DUIOB BO3BpAIIACTCS K HOPMaJIbHBIM WU
CyOHOPMAaJIbHBIM MOKA3aTEIISIM.

* B nepuoa HEUTPONEHUU BO3PACTAECT KOJIUYECTBO
MOHOIIMUTOB.



LHuKJIn4YecKass HEUTPONCHUS

CormacHO €BpPOINECUCKOMY IIPOTOKOITY, IUATHO3
[UKJINYECKOW HEUTPOIICHUH YCTAHABIMBACTCS 11O
aHaJn3aM KPOBH, B3SITHIM C YaCTOTOU 3 pa3a B HEECIIIO
B TEUEHUE TTOCIIEI0BATENbHELIX 6 HENED.

OuUKCUPYIOTCS IUKINYHBIC U3MEHEHUST YPOBHS
HEUTPO(PHUIOB, MOHOIIUTOB, S03UHO(UIIOB,
TUM@OIUTOB, TPOMOOIIUTOB U PETUKYJIOLIUTOB B
nepudepudecKor KpOoBH.

Bo BpeMst HeMTponeHNYECKOU (ha3bl y MAllMEHTOB
BO3HUKAIOT PETYIAPHBIC IIPUCTYIIBI TUXOPAIKH,
MOSIBJISIFOTCS SI3BBI BO PTY, OaKTEpUAIbHBIC HH(EKIHH.

BHe Kpu3a COCTOSHUE HOPMATIU3YETCH.
AHTHUHEUTPO(PUIILHBIC aHTUTEIIA HE BBISBIISIOTCS.



X-cuemineHHass Herurponenus (XLN)

e 32007€BaHNUE BBI3BAHO MyTAallMEK B T€HE, KOAUPYIOIIEM
oca1ok WASP, yyacTByIOIIEM B ITIOCTPOCHUH
IIUTOCKEJIETAa TEMOIIOATHYECKUX KIIETOK.

* B nureparype ornmcaHo HECKOJIBKO CIIy4YacB X-
CLICIUICHHOM HEUTPONCHUM. Y JIBYX M3 3TUX OOJbHBIX
ObLIa BIsSIBIICHA MyTarys reHa WASP — reHa,
OPaXXECHHOTO Yy OOJILHBIX C CMHAPOMOM BuckorTa-
Onapuya. UHTEpPECHO, 4TO, HECMOTPS HA MyTallMX TOTO
e re’a, y 0oJbpHbIX ¢ XLN HEe oTMeuaeTcs
TPOMOOILIMTONCHUH 1 IPYTUX MPHU3HAKOB CUHAPOMA
Buckorra-Ongpuya. [Tpeamnomaraercs, 4To MyTanus
npu XLN BeAeT kK NOCTOSHHOM aKTUBALIMK OCJIKa
WASP. OgHako HEOCPEACTBEHHO MATOICHES
HEUTPOIICHUM HEU3BECTEH.



Cungpom IlIBaxmana-/lanmonga

 3a00JIeBaHME, 1151 KOTOPOrO XapaKTEePHBI
K30KpHUHHAs HEI0CTAaTOYHOCTh
ITOJKEITYIOYHOU KEJIE3bI, KAPJIUKOBOCTD,
MeTaduzapHas JUCILIa3Us U HEUTPOIICHMUS.



Cunapom llIBaxmana-/lanmonaa

 Cunapowm IllIBaxmana-/laiiMOHAa BBI3BAH MyTallACH T€HA
SBDS, pacnionoxxeHHoro Ha 7qll.I'en kogupyeT O0€nokK ¢
HEBBIACHEHHOM (PyHKIIMEH. 3a00JIEBaHUE HACIETYETCS
ayTOCOMHO-PENECCUBHO.

* B ocHOBe maroreHesa JIeKUT BHYyTPUYTPOOHAs 3aJIeprKKa
PA3BUTUSA AllMHAPHBIX KIETOK MOIKENYIOYHOMN KEIE3HI,
CJIEACTBUEM YETO SIBJISAETCA PE3KO CHUKEHHAS YK30KPUHHAS
na”Hkpearndeckas QyHkuus. B ornuuue ot
MYKOBHUCIIY103a, CEKPEIHs AaHUOHOB HE HApYIIIECHA.

* [IpuunHa CKENETHBIX U TEMATOJOTUUYECKUX HAPYILIEHUN
HE M3BECTHA. Y MOJOBUHBI OOJIBHBIX C CHHAPOMOM
[IIBaxmana-/laiMOH1a OTMEYAETCS MAHIIUTOIICHUSA, Y
OCTAJIbHBIX — Pa3Has CTEIIEHb HEUTPOIIEHUU, AHEMUHU U
TpoMOonUTONIeHNK. HezaBucuMo OT yncia HEUTpo(PuUIoB,
oTMeYaeTcsa Ae(PEKT ux xeMoTakcuca. B ocHoBe
[IATONICHUI, BEPOSITHO, JICKUT AC(PEKT
KOJIOHHUEOOPa30BaHUs, BBISIBISIEMBIN i1 VItro.



Cunapom IlIBaxmana-/lanmonga

[lepBbiMu mpu3HakamMu cunapoma llIBaxmana-/laimona,
MIPOSIBJIAIOIIMMUCS B TIEPBBIC MECALIbI )KU3HU, ABJISIOTCA qJAAPE,
3aJIEPXKKA POCTA, OTEPS BECA U BBIPAXKEHHASA CYXOCTh KOXH,
COIPOBOXKIaeMasl SIK3EMOU, U KUPHBIN CTYI.

OnucaHbl Clydyau COYETaHUs CHHAPOMA C
HenepOpUPOBAHHBIM aHYCOM U 00JI€3HbIO [ upIInpyHra, 4to
HEPEJIKO 3aTPYIHSIET TUATHO3.

Y manueHToB crapiie 6 MECSIEB OTMEUArOTCS
PEeLUIUBUPYIOIINE OaKTEpUAIbHbIE HH(MEKIIUU, HEPEIIKO
reMOpPpParnd4eCKui CUHAPOM, 3aI€PKKA ICUXOMOTOPHOTO
pPa3BUTHS.

BHemHe yacTo oOpaiaet Ha ce0sl BHUMaHKE OOIBIIION KUBOT,
0OyCJIOBJICHHBIN TMIIOTOHUEHN M renaroMeraiueii. Kpome
HU3KOPOCIOCTH, Y OOJIBHBIX OTMEUAIOTCS CIEAYIOIINE
CKEJICTHBIC AHOMAJINU: KIMHIAKTUIINS, CUHIAKTUIINA,
negopmarus Coxa vara, BaJibI'yCHast Jie(hopMalisi KOJICHHBIX U
JIOKTEBBIX CYCTaBOB, aHOMAJINH 3y0O0B.

YMCTBEHHOE pa3BUTHE Y ATUX OOJIbHBIX KaK MPABUIIO HE
CTpagaeT



I'muxorenos 1b

[ mukoreno3 1b — HacIeACTBEHHOE ayTOCOMHO-PELIMCCUBHOE
3a00JI€BaHUE, IPUYNHON KOTOPOTO ABIACTCS AC(OUIUT TTIFOKO30-6
(docdar TpaHCI0Ka3bl, OCYIIECTBISIONICH MEPEHOC TTIHK030-6
(docdara u3 UTOMIA3MBbI BHYTPbh MUTOXOH/IPHH.

[ 'eH, kogupyrouii OEI0K TpaHCIIOpTa INIFOK030-6 (ocdara,
pacmojoxeH Ha xpoMocoMe 11q 23. I'mroko30- 6 ¢pocdaraza
y4acTBYeT B CHMHTE3€ INIMKOI€HA X METa0O0IM3ME TTIIOKO3EI B
OpraHu3Me.

[Ipu 3TOM 3a00JIEBaHUK TIPOUCXOAUT MATOJIOTHYECKOE
HAKOIIJICHUE IIIMKOT€HA BHYTPH KJIETOK IEYEHH U MOYEK.
MukpocoManbHBIN TPAHCIIOPT MIFOK030-6 (hocdara urpaet
BOXXHYIO POJIb B aHTUOKCUAAHTHOM 3aIIUTE HEUTPODUIOB, IPU
€ro JIe(PUIMUTEe MMEETCS KaK KOJUYECTBEHHBIM, TaK U
Kaue€CTBEHHBIN JAC(PEKT HEUTPO(DUIIOB.

[TarueHTh 0CO00 BOCHPUUMYMBBI K TPAM-IIOJI0KUTEIBHOM
(daope.



I'muxorenos 1b

BHelIHe manueHThl BRIINIAAAT XyAOIIaBbIMH, YaCTO
C KYKOJILHBIM JIUIIOM ~ M3-3a HEJIOCTAaTOYHOIO
PA3BUTUS OJKOXKHOU XUPOBOM KIETUYATKU ILICK.

3aMETHO YBEJIIMYEH B pa3Mepax KHUBOT 34 CUET
3HAYUTEIIBHOW TeNaTOMETalInU, CEJIE3CHKA
HOPMAJILHBIX Pa3MEPOB.

YacTo pa3BHUBAIOTCS PAXUT M KeJIC30AC(PUIIUTHAS
aHEeMUSI.

BcrpeuaroTcss KCaHTOMBI Ha pa3ruOaTe/IbHBIX
IIOBEPXHOCTSIX B 00JIACTH JIOKTEU U KOJICH.

XapaKTeprI I'MITOTTIMKCMHUYCCKHUC IIPUCTYIILL.



WHIM cHHAPOM WA MHEJTOKAXEKCHUS

 WHIM cunapom (CokpalieHHo OT aHII.: warts,
hypogammaglobulinemia, infections and myelokathexis —
OOpOJIaBKH, TMITOraMmMario0yanHeMus, MTHOEKIUU 1
MHEJIOKAaXEKCHs) - PEAKO BCTpeUarolieecs 3a00aeBaHue, 1
KOTOPOTO XapaKTE€pHa IaTOJOrH4eCKas MpeapacnoioKEHHOCTh K
Pa3BUTHIO OOPOIABOK, THIIOraMMAario0yIMHEMUS, TOBTOPHBIE
OakTepHUaIbHbIE MHPEKIINN U MUEIOKAXEKCUS (HEUTPOIICHUS C
HapyILICHUEM MUTO3a U (POPMHUPOBAHHUEM TETPAIIOUIHBIX
JIEUKOIIUTOB)

* Hacnenyercs ayrocomHo-noMuHaHTHO. [Ippunna WHIM
CUHJIPOMA — TETEPO3UTOTHAS MyTallUd T€HA XEMOKHUHOBOIO
penentopa CXCR4 - 0Oenka, KOTOPBIM y4acTBYET B F€MOII0I3E,
KapJIMOreHE3€E, AHTMOICHE3E U HEUPOTCHE3E.



WHIM cHHAPOM WA MHEJTOKAXEKCHUS

B nepudepryueckoil KpoBH KOIUUYECTBO HEUTPO(DHUIOB
CYIIIECTBEHHO CHHYKE€HO, BILJIOTH 10 arpaHyJ0LMTO3a, MOXKET
HEMHOT'0 YBEJIWYMUTCS IPU IIPUCOCIUHEHUHN NH(EKIUH.

OTMeYaeTCs JEMKOIIEHUS U, COOTBETCTBEHHO, YMEPEHHO
CHM)KEHO a0COIFOTHOE KOJMYECTBO JIUM(POLIMTOB B
nepu@epuyecKor KpoBH, HAPYyIIEHO COOTHOoIIeHuE T- 1 B-
JAM@OLMTOB U UX TPAHCIIOPT B IMM(OUIHBIC OPraHHI.

KOCTHBIM MO3T TUIIEPKIIETOYHBIN, C PA3APAKEHUEM
IPaHYJOLUTAPHOTO POCTKA, MPOAYKIIUS MUECITOUIHBIX U
TMM@OUIHBIX KIIETOK HOpPMabHa, HO 3aTPYAHEH BBIXOJ ATUX
kieTok u3 KM B nepudepudeckyro kpob. HeliTpoduibl
MTOZIBEPKEHBI AlIONTO3Y PAHbIIE, YEM OHHU ITOMATYT B
nepudEpPUIECKOe PycCio.

Y nanmenToB ¢ WHIM Hapy1nieHa QyHKIMS XeMOTaKCHUCA,
aJre3M U TPAHC-IHI0TEIUAILHON MUTPALIMU KaK JUMQOIUTOB,
TaK U HEUTPOQUIIOB.



WHIM cvMHIpPOM MM MHEJTOKAXEKCUSHA

* B HacrosIee BpeMs OTKPBITHI
(hapMaKOIOTrMYECKUE ar€HThI, BO3ACHCTBYIOIINE
Ha (pyHKIHI0 CXCR4, 4TO m03BOJISIET HAACATHCS,
4TO B CKOPOM OyayIeM MOKHO OyHAET yIPaBJISITh
ATUM 3a00JI€BAaHNEM B TEUEHUE JIITUTEIHLHOTO
BpPEMCHU



bapr (Barth) - cunapom

e O10 X-CIIeIZIECHHOE 3a00JIeBaHIUE,
MIPOSIBJIAIOIIEECS BPOXKICHHOM
KapJUOAWIATALIMEN, CKEJIETHOM MUONIATHUEN,
KapJIMKOBOCTBIO U TSAXKEJION WJIM CPEIHE-TIXKEION
HEUTPOIICHUEM.

e [Tpuunna — myranus reHa 747, KOTOpbIU
JIOKAJIM3YETCA HA X-XPOMOCOME U KOAUPYET
AKTUBHOCTH (DEpMEHTA aluJITpaHCPepesbl,
KOTOpasi, BEPOSATHO, YYACTBYET B CUHTE3E
KapAUOJIUIIMHA, KOMIIOHEHTa MUTOXOHIPHUAJIBHOMN
MEMOpaHBI.



MeTuiaMuHaAUAYPUA

* MetunManoHoBas amaemus (auuaypus) (MMA) —
reTepOreHHas rpyImna 3a00JeBaHUN, XapaKTEPU3YIOIIASCS
MAaTOJIOTUYECKUM HAKOIUIEHUEM METUIMAJIOHOBOU
KUCJIOTBI M €€ MPOAYKTOB B OMOJIOTHYECKUX KUJIKOCTSIX.

* IIpuumHO 3a00JI€BaHUs ABISIIOTCS  JIePUIUT (hepMEHTa
MeTHIMAIOHWI-COA-MyTa3bl (e(UIUT all0dH3UMA),
Ne(PEKT BHYTPUKIECTOUYHOTO META00IM3MA KOOAJIaMHUHA
(1eUIUT KOPH3UMA), TePUIIUT TPpaHCKOOaTaMKUHa, UIH
AEPUIMT MOCTYIUICHUs KOOajJlaMyuHa C MUIIEN (HAIpumep,
IIpY BEr€TapUaHCTBE).

e I'eHbl, MyTaluM KOTOPBIX MPOBOAAT K MMA, U3BECTHBI
TOJILKO YaCTUYHO. Bce reHetnueckue neeKThl
HACJIEAYIOTCS ayTOCOMHO PELECCUBHO.



Cunapom Uenuaka-Xuramu

* AYyTOCOMHO-PEHUCCUBHO MEPEIAIOIIEECCS
3a00JIECBaHUE, XapAKTEPU3YIOIIEECS ITOBTOPHBIMU
MHMEKIUSIMH, YMCTBEHHOM OTCTAJI0CThIO,
doTtohodreH, aTbOMHU3MOM, HUCTarMOM,
HEWPONATUEN, IPEAPACIIOTOKEHHOCTHIO K
KPOBOTOYMBOCTH, J€(PEKTOM IIUTOTOKCUYECKOU
akTUBHOCTU CD8+ KJIETOK.

* V 0OJBHBIX OTMEUACTCS CPEAHETKEIasI-TsoKeas
HeutponeHus. Jieuenne — TI'CK u
CUMIITOMaTUYECKasl TEpaIusl.



I'mniep IgM cuHapom

['unep-IgM cuHIpOM — OJIUT€HHOE 3a00JIEBaHUE U3
IPYNIbI IEPBUYHBIX UMMYHOJIEC(UIIUTOB. DTO PEAKOE
3a00JICBAHUE XapAKTEPU3YETCS MOBTOPHBIMU UH(PEKIIUSIMH,
aACCOLIMMPOBAHHBIMYU C HU3KUM YPOBHEM ChIBOPOTOUYHBIX
IgG u [gA 1 HOpMaJIbHBIM WM YBEIUYEHHBIM [gM.

Helitpornenuss ocoOeHHa XapakTepHa JJis X-CLEeIJICHHON
dopMel — y 0ojiee 50% OOJIbHBIX OTMEUEHA HEUTPOIICHUS.

[IprunHO# nanHOM (hopmel runep-IgM cunapoMa
aBisiercs myTanusa rena CD40 nuranna.

Jleuenne — TI'CK, npu neBozmoxxknoctu TT'CK -
BHYTPHUBEHHbIE UMMYHOTIJI00YJIUHBI 1 CUMIITOMAaTHY€ECKas
Teparnus, BKJII0Yask POCTOBBIE (DaKTOPHI.



BceM OOJBHBIM C TSKEIOW BPOXKIACHHOU
HEUTPOIECHUEN C LIETBIO BBISIBICHUS PHUCKA
3JI0OKQ4ECTBCHHOM TpaHC(hOopMaluu
HACTOATEIIbHO PEKOMEHIAYETCS €KETOIHOE
IIPOBEACHUE KOCTHOMO3IOBOU ITYHKIIUH C
MCCaen0BaHuEM MOP(OJIOTHUH U
IIUTOTEHETUKHA KOCTHOMO3TOBBIX KJIETOK



JleyeHue

e [Ipenaparsl I -KCD
e Jlo3a TUTpYyeTCH € 3 MKI/KI/CYT 4/3 IeHb



IIproOpeTeHHbIe HEUTPOIIEHUH

» HauOoJjee yacTas npuurHa IpHOOPETESHHBIX
HEUTpoIeHnM — MHpEKIuU. IIpakTnyecku
1r00asi BUPYCHAsA 1 HEKOTOPHIC
OakTepHalibHbIC UHMEKIIMU MOXKIYT
COIIPOBOXKAAThCSI CHUXKEHUEM HEUTPO(DHUIOB
B iepudpepuyeckon kpoBu. HenrporeHus B
ITHUX CIAy4YasX OObIYHO KYIIHUPYETCS
CaMOCTOSITEIILHO MO0 MEPE BhI3IOPOBICHUS
OT 3a00JICBAHUS.



HUMMyHHBIC HEUTPONICHUH

e Yacrora BcTtpeuaemoctu cocrapisget 1:100000, T.
€. UIMMYHHbBIE HEUTPOIIEHUU BCTPEUAOTCS
npuMepHO B 10 pa3 yaiie, 4eM BpOXKICHHBIE.

* BO3HUKAIOT OHU B PE3YJILTATE MMOBBILIIEHHOU
ACCTPYKIUH HEUTPOMPUIIOB MO BO3ACUCTBUEM
ayTO- WIH aJJIO- aHTHUHEUTPO(MUIBHBIX AHTUTEN.

* B cBOMO ouepeb, ayTOUMMYHHbBIE HEUTPOIIEHUH
pPA3ACIIAOTCA Ha
— IICPBHUYHBIC
— BTOPHYHBIC



IlepByYyHass ayTOUMMYHHAsA HEUTPONECHUS

[Haroduzunosorusl.

N3-3a Hanu4us crielu(PuUecKnX aHTUArPAHYIOIUTAPHBIX AHTUTEI
MPOUCXOJIUT YCUJIEHHBIN (DAaronuTo3 Makpo@araMu MOKPHITHIX
AHTUTEIaMHU HEUTPOPUIIOB B KPOBSIHOM PYCJI€ M TKAHAX, YTO MIPUBOIUT
K Pa3BUTUIO HEUTPOIICHUU. AHTUTPAHYJIOIUTAPHBIC AaHTUTEIAa OOBIYHO
aBisitoTcs [gG aHTUTEIaMU M HanpaBJIeHbI IPOTUB CHEHU(PUIECKUX
HeuTpohmwibHbIX aHTUreHOB HNAla'u HNA2B .

Knvnuka.

AyTOMMMYHHasi HEUTPONIECHUS Yallle BCEr0 BCTPEUYACTCS Y JIETEU IEePBBIX
5-15 mecsueB. HelitponneHust 4acTo HETsKeNas, KOJIA4ECTBO
HerTpoduiaoB kak npaBuio koneonercs 500-1000 k1eTok B MKII , K
MHGEKIIMOHHBIM MPOSIBICHUSIM OTHOCATCS OCTPBIM CPEIHMI OTHUT,
racTPOIHTEPUT, TOH3WLIUT U KOKHBIC HH(EKIUU, KOTOPhIE, KaK
IIPaBUJIO, HETSDKEINBI M CIIOHTAHHAS PEMHUCCHS OOBIYHO HAOIIOIACTCs B
Bo3pacte 4-5 neT. Tsokenbie MHGEKIUU - THEBMOHHUS, CEIICHUC,
MEHUHTHUT - BCTpedaroTcs B 12% ciyyaes.




IlepByuYyHass ayTOMMMYHHAsA HEUTPONECHUS

JlMarHocTuka.

B ximHnueckoMm aHanuse kpoBu cHrxkeHnne AKH MoxeT coduerarses ¢
MOHOIIMTO30M M 303UHO(MWINEN, YPOBEHb TEMOINIOOUHA U KOJIUYECTBO
TPOMOOIIUTOB HOPMAJIbHBIE.

BaXxHbIM KpHUTEpHEM AUArHOCTHKH SBISETCI OOHAPYKEHHE CHEIU(DUICCKUX
AHTUHEUTPO(PUIBHBIX aHTUTEII, KOTOPHIE, OJTHAKO, HE BCEIIa MOXKHO
UJICHTU(PUIIIPOBATH BCIASACTBUE 0COO0M CIIEIM(PUIHOCTH JAHHOTO
VICCJIEJOBAHUSL.

[Ipu 3arpyaHEHUAX B MOCTAHOBKE IMArHO3a TECT HA OIPEICICHNE
AHTUHEUTPOPUIIBHBIX aHTUTEN PEKOMEHIY€ETCsl IOBTOPUTH 3 1 OoJiee pasa.

KocBeHHO 00 MMMYHHBIN XapaKTep HEUTPONECHUU MOATBEPKAAETCS MIPU
OTHOCHUTEJILHO OJaronpusiTHOM T€YEHUH 3a00JI€BaHUsl, OTCYTCTBUHU ~ O0pbIBA
CO3pPEBAHMS’’ HA YPOBHE MPOMHUEIONUTA B MUEJIOTPaMMeE, BO3HUKHOBEHU U
CIIOHTaHHOU pemuccuun 0e3 npumenenus ['-KCO.

HccrenoBanne KOCTHOTO MO3ra MPOBOAUTCSI MIPEXKIE BCETO C LEIbI0 UCKIFOUUTh
Apyroe 3a00JIEBAHUE KPOBH.

OrnpeneneHne ypoBHS ChIBOPOTOYHBIX KMMYHOTJI00YJIMHOB HEOOXOAMMO JIJISI
HCKJIFOUEHUS TIEPBUYHOTO UMMYHOAC(MUIIMTHOTO COCTOSTHUS




HeoHaTajibHAA aJJIOMMMYHHASI HEUTPONECHUS

 IlaTtodusmonorus cxoxa c nmarojiorner, ooycioBieHHOH Rh-
KOH(IMKTOM. BO3HMKaET B pe3ysibTaTe aHTUTE€HHON
HECOBMECTUMOCTH HEUTPO(MPHUIIOB IIJIOAA U MATEPH.

e HeliTponeHus 0ObIYHO BO3HUKAET B IIEPUOIE
HOBOPOXJACHHOCTHU UJIA B NEPBBIE MECALIBI KU3HMU.

e Jlmarnos 0azupyetcs Ha oOHapykeHuHu crienupudeckux 1gG,
HaIpaBJICHHBIX MIPOTUB I'PAHYJIOIMTAPHBIX AHTUTCHOB,
yHaCJIE€AOBaHHBIX OT OTIIA.

* Kak nmpu ayTOMMYHHOM, TaK U NIPU AJJIOUMYHHOM
HEUTPOINCHUM 4YaCTOTA U TAXKECTb BOSHUKHOBECHUS
OakTepHUaIbHBIX NMH(PEKIIUN 3HAYUTEIBHO HUXKE, YEM TIPH
HACJIEJICTBEHHBIX HEUTPOIIECHUSX.

e AIJIOMMMYHHasl HEUTPOIIEHUS OOBIYHO HE TpeOyeT JICUCHHS,
HECMOTPs Ha 3HaunTenbHOE cHmkeHne AKH B ananmmnzax
KPOBH, KYIIUPYETCS CIIOHTAHHO I10 MEPE €CTECTBEHHOTO
Kara0oaru3Ma Cenu(pPUIECKUX aHTUHEUTPOPUIIBHBIX AaHTUTE.



JlekapcTBeHHAss HEUTPONICHUSA

AHTHOHOTHKH, IenuuMIIMHBI, nedajocnopouH, BAHKOMMIIMH, xJIopaM@peHn K01,
CyJIb(paHUIAMHIBbI, TeHTAMHUIMH, KJIUHAAMMINH, AOKCAIUKJIMH, rpuseody/ibBHH,
NMPOTHUBOTYOEpKYJIe3HbIEe JUHKOMHMIUH, HUTpopypanbl, wu3onuazug, IIACK, pudamnuuous,
AHTUTeJIbMUHTHBIE, CTPENTOMHMINH, CYJb(aHWIAMHUAbI, 3ITAMOYTOJI, MeOeH1a30J1, JIEBOMHU30.1,
NPOTUBOBHPYCHbIE IUNpoQIoOKCANNH, TPUMETONPHJI, 3UI0BYIMH, AIUKJIOBHP
npenaparsl

AHaJIbTeTUKH AueTHJICATMIIWIOBAs KHCJI0TA, WHAOMETALMH, UOynpodeH, aMUIONHMPHH,

(ennm10yTa3oH.

AHTHIICUXOTHYECKHUE u | lNasonepuaon, KiI03anuH.
AHTH/IENPECCAHTHI

IIpoTuBoOCy10pOKHBIE Kapo0ama3sennn, nnasenam, GeHUTONH, BaJIbIPOAT HATPHUS,
cpeacTBa

AHTUTHPHOUIHBIE Tuama3so..
npenaparsl

CepaeuHo-cocyaucrbie

HpOKaI/IHaMI/IJI, KallToIpuJi, IPOIpPaHOJ0JI, THApPaJasuH, METHUJI0IIa,

cpencrsa HU(EIUIUH, IPONIAHOPM.

AHTUTHCTAMUHHBIE Iunoabden, paHUTHIUH.

Apyrue JIEKAPCTBEHHbIE | AJUIONYPHUHOJI, KOJXMUIHNH, AMHUHOIJIIOTeTUMH], (pamoTuauH, Oe3aduodpar,
npenaparsl dayrammup, TaMOKcU(eH, NeHUIWIJIAMMH, ¢penunaHNOH,

auxJgopauTuHUATpUXa0podTad (AAT), cnmpoHoaKkTOH, 1eBoaONIA




Nauonarnyeckast HCUTPOIICHUS

* JlnarHos uanonaTu4eCKor HEUTPOIICHUU
YCTAHABJIMBAECTCS IIPU UCKITFOUEHUU BCEX
NPYTUX BBIIEIEPEYUCICHHBIX TPUYUH
HEUTPOIIEHUYECKUX COCTOSAHUU, ITATOTEHES
€€ HE U3BECTEH.

* K 3T0M € Ipynme OTHOCAT BbIJACISIEMYIO
MHOTHMMM aBTOPAMU B OTEJILHYIO KaTErOPHUIO
«100pOKAYECBEHHYI0 HEMTPONIEHUIO
IETCKOI0 BO3pacra



NPOPUIAKTHKA U JIeYeHHEe MH(PEeKIUN Y
00JIbHOI0 ¢ HEMTPONCHUEH

HelTponenus
rpaHyJoruThl < 1500/MKJI y B3pOCIBIX

rpanyaouuTel < 1000/Mk1  y geTeu

OnacHbIM IOPOT
rpanyonuThl < 1000/MKI

BbICOKMI PUCK
rpanyaouuThl < 500 /MK
O4YeHb BBICOKUU PUCK
rpaHyIonuThl < 100/MKI
JKCTpeMAJbHBIN pucK (0akTepuemus > 20%)
rpaHyIonuThl < 100/MKI
B TeueHue > 10-14 nuen




anm3oa0B nHdekumn Ha 1000 gHen
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50 -
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3aBUCUMOCTb YacTOTbl MH(PEKLINN
OT YMcna HenTpomuIoB

<100 100-500 500-1000 1000-1500  1500-2000 rpaH/mKI

BCE MHJbeKLUNK




3aBUCUMOCTb YacTOThbl TAXKENbIX MHJEKLUN
OT OANUTENBbHOCTU HEUTPOMEHUN

100 7

D o
D o

60 A

20 A

Hen

< 100/mMxn



NPOMOUIAKTHKA HH(pEKINHU
y 00JILHBIX ¢ HEUTPOIEHUEH

OCcoOCHHOCTH UH(EKI[U
y OOJIBHBIX C HEUTPOIICHUEH
e C1a0blIi JTOKAIbHBIA BOCHAIMTECIBHBIA OTBET

e HeGounbmioe ynciio JJoKaau3aluu (IHEBMOHNUMY,
HCJIIHOJIUTBI, IICPUOAOHTHUTHI, CI/IHYCI/ITI)I)

e CKJIOHHOCTH K (DyJIbMHHAHTHOMY TCUYCHHUIO

e CaMO€ 9acTo€ NPOSBICHUE - TUXOPAdKa
HESICHOU 3THUOJIOTUHU




00JIbHOHM C HeHTPOIIEHUEH

M cTOYHUKHN HH(EKINH

OuporeHHas gpaopa KKT (00abpIIHHCTBO)
(0akTepuu, rpudsl, VZV, HSV)

PyKu MEIUIIMHCKOTO EpCOHAaIa
(0akTepuun, Candida, CMV)

TpaHCc(y3HOHHEIE Cpeabl

(BUPYCHI, PEKO OAKTEpHN)

Bo3nyx (Aspergillus)

[Tuma (0akrepuun, Candida)

HBa3MBHBIE MAHUITYJISIIUU




NPOMOUIAKTHKA HH(EKINHU
y 00JILHBIX ¢ HEMTPOIIEHUEH

Hecnemuduueckas mpopuiakTuka
* MBITHE PYK Iepe KaKIbIM KOHTAKTOM C OOJBbHBIM
* e)KCAHEBHAS (MIJIM 4Yallle) CMeHa Oebs

* CTpOras opajibHasi TUTHEHA
[ monockanms (OeTa-nOIUH, XJIOPreKCHANH + coma) X 6-8 pas
[ wm3berars paHAIIUX TPOTYKTOB(JICACHIIHI,CYIITIKH 1 T.1I.)
[l wm30erarp miIacTMacCOBBIX JOXKEK U BUJIOK
* MUHAMM3ALUS WHBA3WUBHBIX MAHUITYJISIIAN
(aH. KpOBH U3 MAaJblIA, <«JIUAIITHUE» MYHKIAA U T.1.)

* HU3KOOAKTepHUaJbHAas MUILA
0 rtmarenpHas KyaumHapHas 00paboTka

[ HCJIb34. JINCTBCHHbLIC OBOIITH, HUTPYCOBLIC, KOITYCHOCTH,
YCPHBbIN IICPCL, YaHl B IIAKCTHUKAX




NPOMUIAKTHKA HH(PEKITUN
y 00JIbHBIX C HEUTPOIEHUEH

CelleKTUBHAaA JCKOHTAMHWHAIINA KUIIICYHHWKA

Llean

| 4acToThl (hyIbMUHAHTHBIX TI'paMm (-)
OaKTepUEMHMN U TPHUOKOBBIX MH(EKIINI

| 9acToTBhl MHBA3UBHBIX MH(D)EKIIUH
| 9acToThl BCceX MHPEKIMN U TPUMEHEHUS 11/3
AHTUOMOTHKOB
COXpaHEHHE aHa’POOHOMU (PIIOPHI, OIIPEACIISIIONICH
KOJIOHU3AIIMOHHYIO PE3UCTECHTHOCTD




NPO(PUIAKTUKA U JIeYeHHe HH(PEeKIUU
y 00JIbHBIX C HEUTPOIIEHUEH

CaMpbl€ YacThle BO30OyAUTENN HHMEKIUN Y OOJBbHBIX C
HEUTPOIICHUEU

I'pam(+) KOKKH U OaKTEepHUHU
S. Epidermidis, S. Aureus
Str. Viridans, S. Pneumoniae
E. Faecalis/E.faecium,
Corynebacterium JK

I'pam (-) manouku

E. Coli

Klebsiella sp.

Ps. Aeruginosa

Acinetobacter, Citrobacter, St. Maltophilia, Enterobacter

| [ prOBI
. C. Albicans
. Aspergillus
. C. se1, C. glabrata




NPOPUIAKTUKA U JIeYeHHEe HH(PEeKIIUU
y 00JIbHBIX C HEUTPOIIEHUEH

JIuxopanaka HEICHOU 3THOJIOT MU

ba3ajabHaa Temneparypa
>38,3°C- 1 pa3
1581051
>38.0°C - 1 gac
baszanibHasa TeMreparypa =
akcuaspHas Temneparypa +0,5°C (11!)




NPOPUIAKTUKA U JICUEeHUEe HHPEKIUH
y 00JIbHBIX C HeMTpPONeHuen

JIuxopanaka HEICHOU 3THOJIOT MU

JIMarHOCTUYECKUM MOIXO/L
KnnHandyecknit 0CMOTP(«CENTUYECCKUI BU?)
Al
O1ieHKa BO3MOXXHOCTH HEMH(EKIIMOHHOM
IAXOPaIKu

[ eMOKyJIBTYpBI
MoueBrHa, KpEaTUHUH, JIAKTAT

CPb (>3 mg/dl - npu3zHak 6akTepralbHON UJIH
IPUOKOBOM MH(EKIVHN )




JieueHue NH(peK il y 00JIbHBIX ¢ HEUTPONICHNEH

JInxopaaka HEACHOM STHOJIOTUH
[lens HAYaIbHOM SMIIMPUYECKOM Tepanuu JIHD -
IpeI0TBPAIICHUE paHHEH JICTAIbHOCTH
(T.€. CENTUYECKOIO IIOKA)

[ IpyHIMIIBEI aHTHOAKTEPHUAILHON TEepaIIuU
bricTpoe Havaso ( B mepBbIc 2-3 yaca)

AIEKBATHBIE MPEIAPATHI IIUPOKOTO CIIEKTPaA
%IGHIHBHHe NpOTUB OAKTEPHH, CLIOCOOHBIX BBI3BATH

JloCTaTOYHEBIC HO3bI

JlocTarouHasi JJIMTEIbHOCTD
CBOEBpEMEHHAs OLIEHKA U KOPPEKIIUA
PazymHbIC KOMOMHAIIMN




CeNTUYCCKUHU IIOK: MATO(PU3UO0JI0T U

Ouar uHdekiuu

TH

Mlukpo

—> OpraHus

M b

UTBI
benku
I1J1a3Mbl

KoMnoHeHThI OaKkTepuid:
—» | DHJIO0TOKCHH
DK30TOKCHH
TelixoeBbl€ K-ThI

— &

[TepBuyHbIE MEIUATOPHI
* TNF, IL-1, IL-2, IL-8

BropuuHbie MmeauaTopsl
NO-, IL-6, Pg, PAF,
KUHHUHBI, KoMIZIEMeHT, ADK

\

[ 'nmorensus,

OpranHas I1uCPyHKIHS

B

Ba30JUJIATALIUS

NC(PYHKIWS DHAOTCIUA O



