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UmmyHopedhuvuntel (LC)

* CHWXeHue pyHKUMOHAaNbLHON aKTUBHOCTH
OCHOBHbIX KOMMOHEHTOB CUCTEMBbI
UMMYHUTETA, BeayLline K HapyLUEeHUo
aHTUreHHOro romeocTtasa opraHu3mMa u
npexae BCero CHMKEHN0 CnocobHOCTH
opraHmama 3alumilaTbCca OT MUKPOOOB U
nposenstoLleecs B NOBbILLEHHOMN
NHEKLIMOHHOW 3aD0NeBaeMOCTH.

* HapyLleHUa NMMYHOIOrM4YeCcKou
PEAKTUBHOCTU, OOYCIOBMNEHHbIE BbiNageHNEM
o OQHOro UMM HECKOSNbKUX KOMMOHEHTOB
MMMYHHOIO annapara Unm TecHo
B3aMMOAEUCTBYHIOLLUX C HUM
Hecneungunyeckmnx oakTopos.




Y niogen, ctpagarowmx MUMMYHO4EMULINTOM,
OTMEYaeTCs BblcOKas YacTtota obpa3oBaHus
3r10Ka4YeCTBEHHbIX OMYyXOnen N ayToaHTUTen
(mocnegHee MOXET CONPOBOXAATbCA ayTOMMMYHHbIMU
3aboneBaHMaMK). ITO 0DOYCrIOBEHO HApPYLLEHNEM
perynaumm akTMBHOCTU T-KNETOK UMM HECNOCOBHOCTLIO
opraHmama crnpaBUTbLCS C OCHOBHbLIMW BUPYCHBIMU
3aboneBaHNAMMN.




“MMYHOAQ(‘?HQHTHBIG COCTORSHMUA

CHuxeHune QyHKUMOHANBHOW GKTUBHOCTH OCHOBHEIX KOMNOHOHTOB MMMYHUTETA, BeayLles
K HAPYILEHWIO 3ALUMTH OPradmuama OT MHDEKUMOMHBIX areHToB U NPOABNRKLILIeacs
B NOBHILLEHHON MHDEKUMOHHON 3a00neBaeMOCTH

'

Bropuyxbie (HapyweHus
MepenyHbie (BpoXaeHHEE CUCTEME B NO2AHEM
HAPYLWEeHUR CUCTEME UMMYHUTETA, NOCTHATANBHOM Nepuoae)
CEBH3AGHHLIE C Nr'eHeTHu4YeCcKMmn

AedexKTaMn KNneTouHOr o, CnouTauHsie (Npu oTCyTCTEMN

NYMOPansHoro UMMyHUTETa, MpuobpeTeHnsle  gayoit npuunHLl). Knnsnuecki
darounToza, KoMnnemenTa) (Cnua) NPOABASINTCH B BMAe
>40 BMAOB, BCTPE4aloTCH XPOHWHECKUX PELMAMBUPYIOLLINX
1:25 000-100 000 yenoeex MHODEKUMOHHO- BOCNANUTE NbHbLIX
npoueccos 8 nerxux, XKT,
YPOreHUTANBLHOM TPaKkTe U T.A4.

MuayunpoBaHHsie
1. Npu HanuuMK KOHKPETHOM NPHUYMHBL. PEHTTeHOBCKoe oDnyyeHne, AelcTBne
KOPTHEOCTEPOUWAORB, LWMTOCTATUKOR, TPABM, XHPYpPIruyeCknx eMellaTenscre
2. PaaguealoTcs BTOPUHHO NO OTHOWEHWIO K OCHOBHOMY 3abonesanmnio (anader,
3abonesanna NOYEK, NeYeHn, 3/10KaYeCcTBeHHbLIe HOBOODpa3oBanua 1 ap. )
T;)"IHQHTO;)HH(—* - YCTPAHKAOTCH NPpU NTHKBMAALUMK NPUYMHE




[lepBUYHbIE UMMYHOOEMDULINTHLIE

COCTOAHUA

BPOXOEHHbIE (FreHeTU4YecKkne unm amopuonaTum)
HapyLIEHUA CUCTEMbI UMMYHUTETA C AedekTaMmn 0gHOro
NITN HECKOJSTbKNX €€ KOMIMOHEHTOB, @ UMEHHO: KITETOYHOIO
NN rymoparnbHOro UMMYyHUTETa, dparoumnTosa, CUCTEMbI
KoMmnremeHTa. B HacToswwee BpeMsa naeHTMPULUMPOBaHLI
MHOrMe OeCAaTKN BPOXAEHHbIX 4edDEKTOB CUCTEMBI
NUMMYHUTETA, HO O4EBUAHO, YTO AENCTBUTENBHOE YNCIIO
[ML 3HaunTenbHo 6onblie. CkpuHuMHr Ha L Tpebyet
nccrenoBaHus y naumeHTa cCoCTosaHUA B-KneToyHblx, T-
KIETO4YHbIX U KOMOUHMPOBAHHbLIX B- 1 T-KNeTo4HbIX
doyHKuMn. Heobxoanmo onpeneneHne cuctem
Buonornyeckom amnnudukauum (KOMnIIeMeHTa,
LMTOKMHOB) 1 Ba3NCHbIX 3O PEKTOPHLIX MEXaHN3MOB
(dparounTtosa u BocnanutenobHoro oteeta) (CTUA, 2001).



BTopuYHbIE UMMYHOOEMDULINTHLIE
COCTOSAHUS

* HapyLWeHUa UMMYHHON CUCTEMbI, pa3BMBatloLLMECS B NOCTHEOHATASIbHOM
nepuoae y AeTEN NN y B3POCHbIX U HE ABMAIOLLNECHA Pe3ynbLTaToM
reHeTu4veckux gedektoB. Cpean BT BblgeneHs! Tpy oopMsil:
npuobpeTeHHas, nHayunpoBaHHas, cnoHTaHHas (CTUA, 2001,).

 Haubonee sapkum npumepom npmobpereHHon dopmbl BT aensetca BNY-
NHAEKLUNS C pasBUTUEM CUHAPOMA NPUOBPETEHHOINO MMMYHoaedULUNTa
(cring).

« CnoHtaHHasa dopma BT xapaktepnsyeTtcs OTCYyTCTBUEM ABHOWN
(o4eBMAHOW) NPUYNHbBI, Bbi3BaBLLUEW HApPYLUEHNE NUMMYHHOW PEAaKTUBHOCTU Y
BONbHOro € Yepeaon cnegyroLwnx Apyr 3a 4PYrom 4acTo BAMO TEKYLLUX
NHAEKLIMOHHBIX 3ab0feBaHNn 1 OTCYTCTBMEM KaKUX-NUOO OTKITOHEHWUI B
NMMMYHHOM cTaTyce (Npn cCoOBpEMEHHOM YpoBHE 0bcneaoBaHusl).
CnoHTaHHaga — 3710 BT/ ¢ He BbIABNEHHBLIMW NPUYNHAMMN.

*  WHayumpoBaHHaga dopma BT y neten Hanbornee 4yacTto Bbi3aBaHa

aecunTamm NUTaHUs (B TOM YMCne U BHYTPUYTPOOHBLIMMK), MHAEKLINAMMU,
Cpeau KOTopbIX 0C060e MECTO 3aHMMAIOT BHYTPUYTPOOHLIE, AMapenHbIM
CUHAPOMOM.

B A



KombuHupoBaHHble ummyHoaedpunuutbl (CID)

* BKIHOYaOT B cebs rpynny 3abonesBaHnm, KNUHUYECKN U
MMMYHOJOMM4YEeCKM XapaKkTepm3yLLyCca aeeKToM Kak
T-, Tak n B-nnmdountos.

KomMOuHMpoBaHHbIe UMMYHOAE(NLUNTbI, CBSI3aHHbIE C
APYTMMU KpyNHbIMK AedeKkTamum

l * BKJIlOYalOT 3ab0neBaHust, NPU KOTOPbIX MMMYHOOedULNT
ABNAETCA OOHMM U3 OCHOBHbIX CUHAPOMOB, HO He
eUHCTBEHHbIM.




[lepBUYHbIE UMMYHOOEPULNTDI
B 3aBUCMMOCTN OT YPOBHSA HapyLEHNN K nokanusauun gedoekra oHu
ObIBaloT:

*  rymoparibHbl€ UK aHTUTESbHbIE — C MPENMYLLECTBEHHbIM NOpaXKeHnemM cuctems! B-
nMMdoLnNTOB)

» X-cuenneHHas arammarnobynmHemunsa (6onesHb bpyToHa)
* [wvnep-IgM cuHgpom
» X-cuenneHHas
* ayTOCOMHO-PeLMCCUBHAs
* [Jeneums reHoB TshKenbIX Lenen MMMyHornobynmHoB
* geduumt k-uenen
* cenekTuBHbIN aedomunt cybknaccos IgG ¢ nnu 6e3 gecduumnta IgA
*  neduunT aHTUTEN ¢ HopMarsbHbIM YPOBHEM UMMYHOINOOYNNHOB
» oOwasa BapmabenbHas MMMyHHAs HE4OCTAaTOMHOCTb
* geduuut IgA
*  KIETOYHblE
* cuHapom [Aun-Ibropxu
* nepBuYHbIN gedpuunt CD4 knetok
* pgedvuunt CD7 T-knetok
« pedownumt UJ-2
* MHOXeCTBEeHHasi He4OCTaTOYHOCTb LIMTOKMHOB
* [edekT nepenadn curHana




* KOMOMHMPOBAHHbLIE:

cuHapom BuckoTtta-Ongpuya

aTakcusi-terieaHrMoakTasusa (cuHapom Jlyu-bap)

TshKkenast KoOMOMHMpoBaHHAs MMMYHHasaA HE4OCTaTOYHOCTb
« X-cuenneHHasa c rnoriom
* ayTOCOMHO-peLnccmBHas

oednunTt ageHo3nHae3aMmHasbl

oepuumT nypuHHyKneosunagocoopunasbl

nedpuumnt monekyn Il knacca MHC (cnHgpom nbicbix
NMMdOoUNTOB)

PETUKYNSAPHAA An3reHe3ns
aecpuunt CD3y nnn CD3¢

nedvunt CD8 numdouuntos

* HeagOCTaTO4YHOCTb CUCTEMbI KOMIJIEMEHTA




* nedekTbl dparoumnTosa
* HacneacTBEHHbIE HENTPOMNEHUN

* MHGAHTUIIbHbLIN JIETAmNbHLIA arpaHynounTos (bosiesHb
KocTmaHa)

LMKNn4eckast HEMTPONeHUsd
ceMenHasa gobpokayecTBeHHas HEMTPONEHUS
nedoektbl parounTapHon PyHKLNN
XPOHUYecKasi rpaHynemaro3dHas 6onesHb
o X-cuensneHHas
* ayTOCOMHO-peLuccmnBHas
e geduumnt agresmun numdounTtos | TMna
e nedonunTt agresammn rieukoumToB 2 TMna
e NedUUNT rMKO30-6-aernapoerHassl HenTpodmnos
e nedonunT mmenonepokcnaassl
* eUUNT BTOPUYHbLIX rpaHyri
e cuHapom llIBaxmaHa




Knaccunopukauma nepsunyHeix WAC (Ctedann [.B.,
Benbtuwes HO.E., 1996r.)

|. Hegoctato4HOCTb rymoparnbHOro 3seHa UMMYyHUTETa (cnctemsl B-

nmdounToB).

« 1. ArammarnobynuHemusi, 6onesHb bpyTtoHa.

« 2. QucrammarnobynuHeMum:

* a) obwasa BapnabenbHas rmunorammarnobynmHemMus;

« 0) cenekTnBHbIN gednuunt IgA;

* B) aedumumt ummyHornobynuHos IgG un IgA ¢ yBennyeHnem cuHtesa IgM -
runep IgM cuHgpowm;

* r)paedpuuunt nogknaccos IgG ( otcytctBue IgG1, IgG2, 1IgG3, IgG4 ¢
yBenuyeHmem yposHs IgM nnun 6e3 Hero);

* |l. HegoctaTto4HOCTb KNETOYHBIX UMMYHHBLIX peakuun (cuctemol T-
nMmdounToB).

* 1. JlumdountapHaga gucreHesna (cuHapom Hesenoda, ppaHLy3CKUN TUM
NaC).

« 2. [nnonnasmsa BUIIOYKOBOW Xemnesbl U napawmMToBUOHbIX XKenes (CMHOPOM

Own [xopoxa).




lll. KombuHuposaHHble NOC (Taxenas
KOMOWHMpPOBaAHHAs UMMYHOSIOrmyeckas
HegocTaTtodHoCcTb - TKAH).

1. PeTukynapHas gucreHesus.

2. HacnegctBeHHbIV annmounTtos, MMMgounTodpTma
(LUBenuapcknun tun NOC).

3. CnHgpom "ronsix" nmmdouuTos.

4. NOC c Tumomon.

5. CuHgpom Buckotta-Ongpuya.

V. HapylweHua B cucteme NHTEpPreNKMHOB U
Koonepauun Krnetok B MUMMYHHOM OTBETE.

V. NOC npn HacneaCcTBEHHbLIX aHOMannsax oomeHa.
1. HegoctaTto4YHOCTb ageHo3nHOeaMUHa3bI.
2. HegoctaTto4yHOCTb NypuHHYKNeotnadocdopunassbl.

VI. HegoctatoyHOCTb CUCTEMbBI KOMMIEMEHTA.




VIl. Hegoctato4yHOCTb dparoumTo3sa.

1. HapylieHne xemoTtakcuca, Mmurpaunm n gerpaHynsaunm:

a) cuHgpom Yeaunaka-Xuracu;

6) runep IgE-cuHgpom;

2. HapyweHune npoueccoB nepesapmBaHna (KUNSiMHra) MMKpoOoB:
a) CenTUYECKNN rpaHynemaros;

6) NMNOXPOMHBbIN TMCTUOLNTOS;

B) dpepMeHTONaTUN HENTPOMPUNBLHBLIX rPaHynoumMToB: gedoununT
Mmuenonepokcugasbsl, HAH-okcruaasel, rnoTaTMoHnepokcuaassol,
[IF0KO30-6-dbocharaernaporeHassol.

3. [ledpeKkTbl oncoHnsauum n nornoLeHns:
a) AedeKkTbl orncoHmnsaumu;
6) aeprunt TaPTCUHA;

B) OTCyTCTBUE MeMbpaHHbIX rimnkonpotenHoB LAF-1, Gp150,95,
Mac-1 u gp.




Knaccudukaumsa BTOPUYHbIX
MMMYHOOEe(UNLUNTOB

B~ WON -

|. KombuHupoBaHHblie BIALL.

. OBLWMn NMMdOLIMTONEHNYECKUIA CUHOPOM.

. CnHapom nonukroHasnbHOM akTuBaumm NMMAQOLMNTOB.
. O6wunn BapuabernbHbInN UMMYHOAEMULNT.

. CuHapom runepnnasnm nMMoonaHON TKaHW

(NnMMmdooageHonaTumn, TUMUKO-NMMAQPaTUYECKNN CUHOPOM,
TOH3WUSTOrEHHbIN CUHOPOM).

. [10CTTOH3UN3KTOMNYECKUN CUHOPOM.

ll. T-kneTo4Hble BAL.

. T-NUMAOLNTONEHNYECKUN CUHOPOM.
. CuHgpoM T-KneTo4yHOro MMMYHOPErynsaToOpHOro

ancbanaHca.

. dednuuntbl MHTEPNENKNHOB, NMMMMPOKMHOB U UX
peLenTopoB.



lll. B-kneTo4Hble BAL.
1. Oowmn BapnabenbHbI B-KNeToYHbIN UMMYHOOEULINT.
2. NaHrnnorammarnodynmHemMmus.
V. Dedonuyntbl MOHOHYKIMNeapHoO-garounTapHoOu CUCTEMBI.
1. 'panHynouuTOneHun.
2. Dednuntbl peuenTtopoB 1 aareanHoB HENTPOUIIOB.
3. Dedununtbl daroumntosa.
V. ledpnuntbl Mmonekyn B3ammoaencTesng NenKoLnTos.
VI. edunuymnTtbl CUCTEMbI KOMMNNEMEHTA.
1. CuHAPOM r’MNOKOMMNIIEMEHTEMUN.
2. dedonunTtbl oTAENbHbLIX J0aKTOPOB.
VII. Jedununtbl HOpMasnbHbIX KUNNepOoBs.

VIII. Dednuuntbl Hecneunuyieckmx qakTtopos
MMMYHUTETA.

IX. MeTabonnyeckune BAL.




Knaccudukaumna nMmyHoaePULUUTHbLIX COCTOAHUU

Hedunmr cuctembl/lepurur KOMITOHEeHTal HoepoiHbIe OaKTepHUH AHTHOMOTHKH

KOMILIEMEHTA komriemenTa C3

Jedunmr KJIIETOKXPOHUYECKUI TPaHyJIOMaTO3 bakrepun, cozeprkanue AHTHOMOTHUKA

MUCIIOUIHOI'O psAaa KaTajia3zy

B-kneTounsiit nedumut JleTckast cuemieHHas ¢ mojgoMI HoepoaHbIe Oakrepun ' amMmma-rio0ynuH
aramMmarnmooynunemusi  (bonesnb Pneumocystis carinii

bpyTona)

T-xneTounsiit AeUIUAT ['mnomnnasus Tumyca Candida, Bupycsl Tpancmiantanus

TUMYCa

JleuiuT cTBOIOBBIX KIETOK TsKembIid KOMOMHUPOBaHHBIN Bee, ykazaHHbBIE BhIIIE TpancruianTanus
neduut (aramMmMaroOyJIUuHEMUs KOCTHOTO MO3Ta

HIBEHIIAPCKOTO THUIIA)
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