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UmmyHopedhuuntel (NLOC)

* 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 MUMMYHO4EeMULINTOM,
OTMEYaeTCs BblCOKas YacTtota obpa3oBaHus
3r10Ka4YeCTBEHHbIX OMYyX0nen N ayToaHTUTen
(mocnegHee MOXET CONPOBOXAAaTbCA ayTOUMMMYHHbIMU
3abonesaHMaMK). ITO ODYCrIOBEHO HapPYLLIEHNEM
perynaumm akTMBHOCTU T-KNETOK UMM HECNOCOBHOCTLIO
opraHmama crnpaBUTbLCS C OCHOBHbLIMW BUPYCHBIMU
3aboneBaHNAMMN.




“MMYHOAQ(‘?HQHTHBIG COCTORSHMUA

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

'

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

AedexTaMn KNneTouHOr o, CnouTauHsie (Npu oTCyTcTEMN

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

MuayunpoBaHHsie
1. Npn HanuuMK KOHKPETHOM NPHUYMHBL. PEHTTeHOBCKoe oDnyyeHne, AelcTBne
KOPTHEOCTEPOUWAORB, LWMTOCTATUKOR, TRPABM, XHPYPIruyeCkKx eMellaTenscre
2. PaaguealoTcs BTOPUHHO NO OTHOWEHWIO K OCHOBHOMY 3abonesanmnio (anader,
3abonesanna NOYEK, NeYeHn, 3/10KaYeCcTBeHHLIe HOBOODpa3oBanua 1 ap. )
T;)"IHQHTO;)HH(—* - YCTPAHKAOTCK NPpU THKBMAALUMK NPUYMHE




[lepBUYHbIE UMMYHOOEMDULINTHLIE

COCTOAHUA

BPOXOEHHbIE (reHeTU4Yeckme unu amopuonaTum)
HapyLweHNs CUCTEMbI UMMYHUTETa C AedekTamMm O4HOro
NITN HECKOJbKUX €€ KOMIMOHEHTOB, @ UMEHHO: KINeTOYHOro
NI ryMmoparnbHOro UMMYHUTETA, doaroumTosa, CUCTEMBI
KoMrsieMmeHTa. B HacTosLwee Bpema naeHTMnumMpoBaHsb!
MHOIMe OECATKN BPOXAEHHbIX 4ed)EeKTOB CUCTEMBI
NUMMYHUTETa, HO OYEBUAHO, YTO AENUCTBUTENTbHOE YUCIIO
ML 3HaunTenbHo 6onblie. CkpuHuHr Ha L Tpebyet
nccrenoBaHus y naumeHTa cCoCTosaHUA B-KneTouHblx, T-
KIETOYHbIX U KOMOUHMPOBAHHbLIX B- 1 T-KNeTo4HbIX
doyHKuMn. Heobxoanmo onpeneneHne cuctem
Buonornyeckom amnnudukauum (KOMnIIeMeHTa,
LMTOKMHOB) 1 Ba3NCHbIX 3O PEKTOPHLIX MEXaHN3MOB
(dparoumnTtosa u BocnanutenobHoro oteeta) (CTUA, 2001).



BTopuYHbIE UMMYHOOEMDULINTHLIE
COCTOSHUS

* HapyLWweHUA UMMYHHOMN CUCTEMbI, pa3BMBatloLLMECS B NOCTHEOHATASIbHOM
nepuoae y AeTEN N y B3POCIbIX U HE ABMAIOLLINECH Pe3ynbLTaToM
reHeTu4veckux gedektoB. Cpean BT BblgeneHs! Tpy oopMbil:
npuobpeTeHHas, nHayunpoBaHHas, cnoHTaHHas (CTUA, 2001,).

 Haubonee sapkum npumepom npmobpereHHon dbopmbl BTN aensetca BNY-
NHAEKLUUS C pasBUTUEM CUHAPOMA NPUOBPETEHHOINO MMMYHoaedULUNTa
(cring).

« CnoHtaHHasa dopma BT xapaktepnsyercs OTCyTCTBUEM ABHOWN
(o4eBMOHOW) NPUYNHbBI, Bbi3BaBLLUEW HAPYLUEHNE NUMMYHHOW PEaKTUBHOCTU Y
BONbHOro € Yepeaon cneayroLwnx Apyr 3a 4PYromM 4acTo BAMO TEKYLLMUX
NHAEKLIMOHHBIX 3ab0feBaHNn 1 OTCYTCTBMEM KaKMX-NUOO OTKITOHEHWUI B
NMMMYHHOM cTaTyce (Npy cCOBpEMEHHOM YpOBHE 0bcneaoBaHus).
CnoHTaHHaga — 3710 BT/ ¢ He BbIABNEHHBLIMW NPUYNHAMMN.

* WHayumpoBaHHaga dopma BTUL y neten Hanbornee 4yacTto Bbi3aBaHa

aecunTamu NUTaHUs (B TOM YMCne U BHYTPUYTPOOHBLIMMK), MHAEKLNSMM,
Cpeaun KOTopbIX 0C060e MECTO 3aHMMAIOT BHYTPUYTPOOHLIE, AMapenHbIM
CUHAOPOMOM.

B A



KombuHupoBaHHble ummyHopecdpunuutbl (CID)

* BKIHOYaOT B cebs rpynny 3abonesBaHnin, KNUHUYECKN U
MMMYHOJOIMMYECKN XapaKkTepm3yLLYyCca geeKToM Kak
T-, Tak n B-nnmdounTos.

KomMOuHMpoBaHHbIe UMMYHOAE(NLUNTbI, CBSI3aHHbIE C
APYTMMU KpyNHbIMK AedeKkTamum

l * BKJIlOYAOT 3ab0neBaHus, NPU KOTOPbIX MUMMYHOoOedULNT
ABNAETCA OOHMM U3 OCHOBHbIX CUHAPOMOB, HO He
e[UHCTBEHHbIM.




[lepBUYHbIE UMMYHOOEDULNTDI
B 3aBUCMMOCTIN OT YPOBHSA HapyLEHNN K nokanusauun gedoekra oHu
ObIBalOT:

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

» X-cuenneHHas arammarnobynmHemunsa (6onesHb bpyToHa)
* [wvnep-IgM cuHgpom
» X-cuenneHHas
* ayTOCOMHO-PeLMCCUBHas
* [Jeneums reHoB TshKenbIX Lenen MMMyHornobynmHoB
* geduumt k-uenen
» cenekTuBHbIN gedomunt cybknaccos IgG ¢ unu 6e3 geduumrta IgA
*  geduunT aHTUTEN ¢ HopMarsibHbIM YPOBHEM UMMYHOrNOBYNMNMHOB
« oOwasa BapmabenbHas MMMyHHas HE4OCTAaTOMHOCTb
* geduuut IgA
*  KIETOYHblE
» cuHapom [Aun-Ibropxu
* nepBuYHbIN gedpuunt CD4 knetok
* pgedvuunt CD7 T-knetok
« pgedownumt 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 WOC (Ctedann [.B.,
Benbtuwes HO.E., 1996r.)

|. Hegoctato4HOCTb rymoparnbHOro 3seHa UMMYyHUTETa (cnctemsl B-

nMmdounToB).

« 1. ArammarnobynuHemusi, 6onesHb bpyTtoHa.

« 2. QucrammarnobynuHemMum:

* a) obwasa BapnabenbHas rmunorammarnobynmHemMus;

* 0) cenekTmBHbIN aednuunt IgA;

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

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

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

* 1. JlumdountapHaa gucreHesna (cuHapom Hesenodba, ppaHLy3CKUN TUM
NaC).

« 2. [nnonnasna BUITIOYKOBOW Xemnesbl U NnapawmMToBUOHbIX XKenes (CMHOPOM

Own xopoxa).




lll. KombuHuposaHHble NOC (Taxenas
KOMOUHMpPOBaAHHAs UMMYHOSIOrm4yeckas
HegocTaTtodHoCcTb - TKAH).

1. PeTukynapHas gucreHesus.

2. HacnegctBeHHbIM annmounTtos, MMmMdgounTodpTma
(LUBenuapckuun tun NOC).

3. CnHgpom "ronbix" nmmdouunTos.

4. NOC c Tumomon.

5. CuHgpom Buckotta-Ongpuya.

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

V. NOC npn HacneaCTBEHHbLIX aHOMannsax oomeHa.
1. HegoctaTto4HOCTb ageHo3nHOeaMUHa3bI.
2. HegoctaTto4yHOCTb NypuHHYKNeotnadocdopunassbl.

VI. HegoctatoyHOCTb CUCTEMbBI KOMMIEMEHTA.




VIl. Hegoctato4yHOCTb dparoumTo3sa.

1. HapylwieHne xemoTtakcuca, Murpaunm n gerpaHynsaunm:

a) cuHgpom Yeaomnaka-Xuracu;

6) runep IgE-cuHgpom;

2. HapyweHune npoueccoB nepesapmBaHna (KUNMHra) MMKpoOboB:
a) CenTUYECKNN rpaHynemaros;

6) NMNOXPOMHBIN TMCTUOLNTOS;

B) dpepMeHTONaTUN HENTPOMPUNBLHBLIX rPaHynouMToB: gedoununT
Mmuenonepokcugasbel, HAH-okcuaasel, rnoTaTMoHnepokcuaassol,
[MFOKO30-6-doocaraernaporeHassol.

3. [ledpeKkTbl oncoHnsauum n nornoLeHns:
a) AedeKTbl orncoHmnsaumu;
6) gepuunt TaPTCUHA;

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




Knaccudukaumsa BTOPUYHbIX
MMMYHOOEe(dNLUNTOB

B~ WON -

|. KombuHupoBaHHblie BIALL.

. OBLWKMn NMMdOLIMTONEHNYECKUIA CUHOPOM.

. CnHapom nonukroHanbHOM akTuBaumm NMMAOLMNTOB.
. O6wunn BapuabernbHbInN UMMYHOOEMULMNT.

. CuHapom runepnnasnm NMMoonaHON TKaHW

(NnMMdboageHonaTumn, TUMUKO-NMMA@PaTUYECKNN CUHOPOM,
TOH3WUJSTOrEHHbIN CUHOPOM).

. [10CTTOH3UN3KTOMNYECKUN CUHOPOM.

ll. T-kneTo4Hble BAL.

. T-NUMAOLNTONEHNYECKUN CUHOPOM.
. CuHapoM T-KneTo4yHOro MMMYHOPErynsaToOpHOro

ancbanaHca.

. dednuuntbl MHTEPNENKNHOB, MMMMPOKMHOB 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 mMmyHoaePULUUTHbLIX COCTOSAHUM

Jedunmr cuctembl/lepurur KOMITOHEeHTal HoepoHbIe OaKTepHUH AHTHOMOTHKHU

KOMILIEMEHTA komriemenTa C3

Jedunmr KJIETOKXPOHUYECKUI TPaHyJIOMaTO3 bakrepun, cozeprkanue AHTHOMOTHUKA

MHEJIOUJIHOTO Psaa Karanasy

B-kneTounsiit nedunut JleTckas cueruieHHas ¢ noJioMl HoepoaHbIie oakTepuu [ 'amMmma-TIo0ymuH
arammannooynuaemust  (bonesns Pneumocystis carinii

bpyTona)

T-kneTouHbld AepUUnT I'mnomasus Tumyca Candida, Bupycsl TpaHcmutanTanus
TUMYCa
JlebunuT CTBONOBBIX KIETOK TSDKEIBIi KOMOWHUPOBaHHBIN Bee, yka3aHHBIC BBITIE Tpancrnanranus
nedunut (araMmmanIoOyJInHEMHUS KOCTHOTO MO3Ta

HIBEUIIAPCKOTO TUIIA)
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