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e KAHUYecKaa MMMYHONOIUA - sto
KNUHUYECKasa n n1abopaTtopHas
ANCUUNIMHA, 3aHMMAIOLWAACA U3YYEHNEM
BOMPOCOB AMATHOCTUKU U NeYeHuns
60NbHbIX C pa3/IM4HbIMM 3a001EBAHUAMU U
NaTONIOrMYECKMMU COCTOAHNAMM, B OCHOBE
KOTOPbIX /IeXKaT UMMYHO10TUYeCcKume
MEXaHMN3Mbl, a TaK}Ke COCTOAHMNAMM, B
Tepanuu U NPoPuUNaKkTUKe KOTOPbIX
MMMYHOTMPEenapaTbl UTPAOT BeAYLLYHO
PO/b.



* HapyweHne pyHKLUM UMMYHHON CUCTEMbI MOXKET
HOCUTb TPAH3UTOPHbIN XapaKTep (Hanpumep,
nocne OPBU), moxkeT npuobpeTtatb XpoOHUYECKOE
TeyeHme B Buae AOHO30/10MMYecknx Gopm
MMMYHONOMMYEeCKON HeJOCTaTOYHOCTU —
CMHOPOMOB MMMYHOJIOTMYECKOM
HEeAO0CTAaTOYHOCTMW.

* bon1e3HN UMMYHHOWN CUCTEMbI — 370
HO3010rM4Yeckne GopmMbl C KOHKPETHbIM
Ha3BaHWEM M YETKO OYepPUYEeHHbIMU NATOFrEHE30M U
KJIMHUKOW; OHU 06 beaNHEHbI B eAMHOE NOHATUNE —
nmmyHoaedunumnThbI.




* IMMyHHana cMctema MOXKeT bbiTb AedeKTHa
npu poxxaeHnn — NEPEBUYHDBIE
MMMyHoaedULUTHI

* NWIN ee 3aboneBaHMe MOXKET pa3BUTbLCA NoA,
B/IMAHUEM MUKPOOPraHU3ImMoB, PU3NYECKUX
NN XUMNYECKUX GAKTOPOB —

BTOPUYHbIE UMMYHOAOE @DML‘M‘T l.




* [1py UMMYHOJIOTUYECKOM
obcnengoBaHUKM NauUMeHTa A01KHA
ObITb ONTUMU3NPOBAHA CXEMA
«bonbHOU — KnuHUyucm —
NMmyHornoe - UMMyHono02u4ecKaA
nabopamopus».



3a4a4u KAMHNUYECKON MMMYHONOTUN
(MmmyHONOrMuecKom ﬂ\/\”’C' 1):
N3yyeHne dyHKUUNI MN\N\yHHof& CUCTEMbI B HOpME

N3yuyeHne PyHKLUMN MMMYHHOU CUCTEMDI NPU
Pa3/INYHbIX 3a601€BaHUAX YE/TOBEKA

BbiAaBieHUE, U3yYEeHME N KnaccuduKaums
MMMYHOZEDULUNTHBIX COCTOAHUM

N3yuyeHne bonesHerm MMMYHHOU CUCTEMDI
N3yyeHne nHbeKUMU UMMYHHOU CUCTEMDI

Pa3paboTka meToa0B ANArHOCTUKU U OLLEHKMU
MMMYHHOIO cTaTyca

Pa3paboTKa MeToa0B KOppeKLuMmM UMMYHHOTO CTaTyca
[Monck u paspaboTka MUMMYHOTPOMHbIX NPenapaTos



AyTOMMMYHOMNATONIOMUA -
napaaoKcasbHble peakuun Ha cBou Ar

UMmmyHonaTonorma

lMnep4yyBCTBUTENBHOCTb

- AMMYHHbIW OTBET Ype3mepHoOu
WHTEHCUBHOCTU

UmmyHopedmnuunt —
He3pPEeKTUBHBIN MMMYHHbIN
oTeBer
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a) 6onesHun, BbI3BaHHble HEAOCTAaTOYHOCTbIO
MMMYHHOM cuctembl (MepBUYHbIE, BTOPUYHDbIE,
TPaH3UTOPHbIE UMMYHOAEPULIUTDI);

6) rpynna 3abonesaHnin, 06ycnoBiEHHbIX
M36bITOYHbIM pearMpoBaHnem UMMYHHOW CUCTEMBbI;

B) 60/1€3HU MMMYHHbIX KOMMAEKCOB;
r) MHPEKUNUN MMMYHHOW CUCTEMDI;

1) ONyX0aM UMMYHHOM CUCTEMBI.



° UmmVHOOEDUUUTHDbIE
coctoaHma (UO uam UAOC) —
HapyLEeHNA UMMYHHOTO CTaTyca U

CNOCOBHOCTU K HOPMAJIbHOMY MMMYHHOMY
OTBETY Ha Pa3Hbl€ aHTUTEHDI.

* 3TU HapyLlleHua obycnoseHbl AepeKTamm
O1HOTO NN HECKONIbKMX 3BEHbEB MMMYHHOWM
CUCTEMBI.
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Knaccu OUuKaumna MMmmyHo4eOnuUnNTOB

Nno NPponcxoxxaeHunto

* MepBuuHble UAC cBA3aHbI C AePEKTaMU reHOB,
KOHTpOAUpYOWMX paboTy onpeaeneHHbIX
3BEHbEB MMMYHHOW CUCTEMbI.

* BropuuHblie UAC (npmobpeteHHbie) BO3HMKALOT B
pe3yabraTe BO34encTBUA PaKTOPOB BHELLUHEN
cpeabl Ha KNeTKU MMMYHHOM CUCTEMbI — B CBAI3U C
MHPEKUNAMUN, NHBA3ZUAMMU, ONMYXONAMM,
CTapeHnem, oxXoramu, Tpasmamu, obaydyeHmnem,
nencremem GapmMaKkoNormyeckmx cpeacts n ap.



Mo yposHIO AedeKkTa MUMMYHHOMU
CUCTeMbl

 nopaxkeHue B-3BHA. NMpeumyluecrseHHble

AedeKTbl B-cuctrembl UMMYHUTETA BbIABNAIOTCA
KaK CUHAPOMbI rMnorammarnobyamHemuun nnum
arammarnobynmHemuu;

* nopaeHue | -3BEHA (Hanpumep, cMHAPOM
ansasvum TMMyca);

* KOMOUHUPOBaAHHbIE UAC. Haubonee

TAXKeNbIMU ABNAIOTCA KOMOUMHUPOBaAHHbIE
pAedeKTbl T- U B-cuctem nmmyHurera.



Mo npnunHam Bo3HukKHoseHuna UNC
HapyLweHnA rymopasibHOro 3BeHa
VIN\N\yHVITeTa TMMNo- U aI'aMMaI'!'IO6y!'IVIHEMVIV|

nap.;
HapyLweHNa GYHKLUUN TUMYCA U KNETOYHOTO
MMMYHUTETA;

HapyLweHna B cucteme paroumTosa;
nedeKTbl CUCTEMbl KOMMNIEMEHTA;

HapyLeHUa rMaBHOW CUCTEMDI
rTMCTOCOBMECTUMOCTH;

HapyLLIEeHUAa NPOAYKLUNN UHTEP/IEMKUHOB U
T.A4.;
TAXeNble KOMOMHUPOBAHHbIE HapyLUEHUA.



O6uwme npoasneHmna UAC

MHOEKLMNOHHbIN CUHAPOM (FTHOMHO-CEeNTUYECKME
NPOLLECCbl CBA3aHbl C HAPYLWEHNAMU NPENMYLLLECTBEHHO
rYMOPasbHOro MMMYHUTETA, ONMOPTYHUCTUYECKME
BUPYCHbIE, rPMOKOBbIE N NPOTO30MHbIE 3ab0seBaHMUA - C
nepeKkTamm K1eTo4HOro MMMYHUTETA);

YKeNya04YHO-KULLEYHble paccTpomncTBa (HapyLieHusa
BCacCbIiBaHMA, AePpnunt IgA, MHPEKUUN KenyaoUHO-
KULEeYHOro TpaKTa);

OMyXoan MMMYHHOM CUCTEMBbI;

aNneprnyecknim 1 ayTOMMMYHHbIN CUHAPOMBbI (aTonuu,
ayTOMMMYHHbIE FeMOIUTUYECKNE AaHEMUMN);

YyacToe coYeTaHue c NopPoKamm pa3BuTus (npu
BPOXKAEHHbIX UMMYHOAePULNTAX);

reMaToN0rMyeckme naMmeHeHus (CHUKeHne Koan4ecTBa
AMMPOUUTOB N HEUTPODUNOB, 303UHODUNNA, aHEMUS,
TpombouuToneHms).



* AMMYHHBbIN CTATVYC — cocToaHMe
MMMYHHOW CUCTEMBI Y AaHHOro 60/1bHOTO
B IAHHbIN MOMEHT UCCNen0BaHUA,
KOTOpOe OLEeHUBAETCA C MOMOLLbIO
KoMnaeKca NabopaTopHbIX MOKa3aTesien,
XapaKTePU3YIOLWMX KONUYECTBO U
OYHKLUMOHANbHYO aKTUBHOCTb KJ1E€TOK
MMMYHHOW CUCTEMbI, @ TaK*Ke PaKTopoB
Hecneundunyeckon pe3ncTeHTHOCTH
OpraHM3ma



OCHOBHble MMMYHONATONOTUYECKUE

CUHAPOMDbI
MHPEKLUMNOHHbBIN CUHAPOM;
annepruyeckum CUHOPOM;
ayTOMMMYHHbIN CUHOPOM;
NepBUYHbIN UMMYHOAEDULLUT;
BTOPUYHbIM UMMYHOAEPUNLMT;

MMMYHONPOANdePaTUBHbIN CUHOPOM.



JIBa YPOBHS MCCJICIOBAHUS
HMMYHHOI'0 CTaTyCa

IHenBrLIN YPOBEHEL

ia6c0m0THoe N OTHOCUTE/IbHOE 4YUC/I0 NEUKOUMUTOB,
TMMPOLNTOB;

@ abconotHOEe M OTHOCUTENIbHOE  yucio  T- U
ammooumntos (metogamm onpeaeneHmsa ¢eHotTmna);

@ daroumTapHan akTUBHOCTb IEMKOLLUTOB;
@ ypoBeHb cogepKaHusa IgA, IgM, 1gG (no MaHYuMHN).
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I[Ba YPOBHSI HCCJI€I0BAHAA HMMYHHOI'0 CTaTyCa
DO YPOBEHD
onpeaeneHne cybnonynaunn perynatopHbix T-1MMeOLNTOB C NOMOLLbIO
MOHOKNOHaNbHbIX aHTUTEN (T-xennepsbl, T-cynpeccopsbl);

. TEeCT TOPMOXKEHNA MUTPaLUNN I'IEVIKOLI,MTOB C UCMNO/Ib30BaHNEM B Ka4yecCTBeE

ctumynatopa OTA (butoremarrntoTUHUHA);

. OLleHKa NpondepaTMBHOM aKTUBHOCTU T- 1 B-nMm@pounToB Ha MUTOrEHbI

JNIAaKOHOCQa, dHTUTEHbI, aIJ/1IOFEHHbIE KIETKHU,

. OLLEHKa aKTUBHOCTU KnanepHbix numeoumnTtos (K- n EK-knetkun);
. BbIABJIEHME LMPKYAUPYIOLLNX UMMYHHbIX Komnnekcos (LLVK);
. onpegeneHue pasnnNYHbIX KOMNOHEHTOB KOMM/IEMEHTa;

. OUEHKA Pa3/IN4HbIX 3Talos d)aI'OLI,MTO3a U peluenTtopHOro anmnapaTta

daroumnTos;

. TECTbl MO ONpPeAeneHN0 MeanaTopoB UMMYHHOW CUCTEMbI, B TOM YUC/IE

NPOAYKUMU N peuenumm NHTePAENKUHOB;

. dHAJ/IN3 reHoB, OTBETCTBEHHbLIX 3a 3KCNPeCCU0O MMMYHONITOTNHECKH

3HAYUMbIX MOJIEKY.



* UMMVYHOrpamma - Habop
NoKa3aTenen, NoJIYy4eHHbIX Npu
MMMYHON0rMyeckom obcnenoBaHUM.

* [loHATUE He KOHKpeTHOoe, MOXKeT
coaep¥aTb Pas3/IMYHOE KOJINYECTBO
NapameTpoB U 3aBUCUT OT LLenu
MccnenoBaHUA U BO3MOXKHOCTEN
NaHHOW nabopaTtopuu.



O6wiue npaBuia OLLeHKU MMMYHOrpamMmMm:

KOMMNAEKCHbIW aHanus3 MMMYHOIpPpaMMbl bonee I/IHCI)OpN\aTI/IBEH, 4yem oueHKa o4HOro
NMOKa3aTe/iA,

I'IOI'IHOLI,EHHbIVI dHaAJ/IN3 BO3MOXEH J/Inllb B KOMMNAEKCE C KITMHNYECKUMU U
dHAMHECTUYECKUMU NAaHHbIMMW,

peasibHyt0 NHGOPMaLMIO B UMMYHOTPAaMME HECYT TOJIbKO Bblpa*KeHHble CABUTH
nokasatenemn (M3meHeHMe NokasaTenem orT Hopmbl B npeaenax 20-40% w Bbiwe);

aHaNM3 UMMYHOTrPaMMbl B AMHaMUKe 6onee MHPOPMATUBEH;

dHa/IU3 UMMYHOIpaMMbl Aa€T BO3IMOXKHOCTb CAe/1aTb nllb OPUEHTUNPOBOYHbIE
BblBOAbl ANAlrHOCTUYECKOIO U MPOIrHOCTUYECKOIO XapaKTepa,

oTcyTcTtBue CaBnuroB MMMYyHOIrpamMmmsbl MNpu Ha1M4nu KJIMHNYECKOM KapPTUHbI
BOCMA/INTENDBbHOIO rnpouecca AO0/1XKHO TPaAKTOBATbCA KaK aTUMMMYHAA peakunAd
VIMMyHHOl\;I CUCTEMDbI U ABNAETCA OTATowaloWw MM NPpU3Hakom Ted4eHnA npoLecca,

aHa/In3 He TONbKO (M He CTONbKO) abCoNOTHbLIX AaHHbIX, @ COOTHOLLUEHUN
nokasatenen (ocobo — uHaexc Th/Ts);

YYET BO3MOXHbIX MHAMBUAYANbHbIX 0COBEHHOCTEN (BO3pPacCT, CONYTCTBYHOLLME
3aboneBaHunA) U KonebaHM NoKkasaTtenen (GNU3NoNOrMYECcKMX N NATONOTNYECKUX —
npmMem nNuLn, GU3NYecKne Harpyskm, Bpems CyToK, AeNCTBUE CTPECCOPOB U T.4,),
YYET PErMOHANbHbIX HOPM;



NunarHocTMyecKoe sHauyeHMe HeKoTopbiX NoKasarTenei

Cunapom

[Tokazarenn UMMYHOTPaMMBbI

BapunaHT HOpMmblI

KonebaHue nokasatenen nmmyHorpammeol B npegenax 10-15%

CHUXKeHUe ecTeCcTBEHHOM
PE3UCTEHTHOCTU

CHUXKEHME KoInyecTsa NemkoumTos, GaroumtTapHoro MHAEeKca u
darounTapHOro Ymncna, TMTpPa KomnaemeHTta, konmyectsa EK, K-knetok

M3meHeHne noKasatenen
rYyMOPaabHOIO
NMMYHUTETA

CHUXKeHne uam ysenmyeHune yposHs B-/ip 1 ummyHornobynnHoB Bcex
K/l1accos

M3meHeHue noKasaTenemn
KNETOYHOIro MMMYHMUTETA

CHuXKeHune unm ysenndenune yposHa T-/1p, T-xennepos (CD4+-) u T-
cynpeccopoB (CD8+)

NMMyHOperynaTopHble
HapyLIEeHUS

MokasaTenn nMmmyHoperynaTopHoro nHaekca 3,5>(MPU)<1,5

HapyweHne pyHKLNM

CHUXeHWe YPOBHA OTBETA HA MUTOreHbl UK aHTUreHbl B PBT/,

nmmooumtos HapyweHune cekpeunn U1, UOH, PHO n apyrux LUTOKNHOB

[Mpn3HaKK CHUXXeHne ecTeCcTBEHHOMN PE3NCTEHTHOCTU, CHUXKEeHUe ypoBHA T-J19,
MHPEKLMNOHHOTO NPU<1,5 3a cyeT cHMXKeHnA T-xennepoB, CHUXKeHne ypoBHA B-/1d,
CMHApPOMA runornobynmHemmsa

Mpn3HaKkm CHuKeHune ypoBHAa T-/1d, PN >3,5 3a cyeT noBblWeHNA YpOBHA T-
anieprmyecKkoro Xe/INepoB N CHMXeHMA YPOBHA T-Cynpeccopos, NOBbIeHne YypoBHA B-

CMHApPOMA

Nd n yposHa IgE, nonoxutenovHbie Tectbl FTHT nan 3T




[lepBUYHbIE e UMMYyHOAEe @D/L‘L” ITHbIE

UUJ‘U IHUA M-D/ﬂ MCD — 3TO reHeTUYEeCKH

NeTepMMHUPOBaAHHbIE 3abos1eBaHuUA,
0byc/10BNEHHbIE HApYLUEHMEM CIOKHOTO Kackaaa
peakunim, HeobxoamMmbIX ANA SANMUHALNM
Yy»KEepPOAHbIX areHTOB 13 OPraHnM3ma U Pa3BUTUS
a[leKBaTHbIX BOCNA/INTENbHbIX PEaKLUN.

B X OCHOBe NeXUT reHeTU4YecKu
obycnoBneHHasas HeCnocobHOCTb
OpraHu3ma peasn3oBaTb Kakue-1nbo
3BE€HbA MMMYHHOTO OTBETa.

Kak npasuno, NMNAOC npoAasnatoTca
Ha PaHHUX 3Tanax NOCTHATa/1IbHOro
nepuopaa (cpasy nocne poxaeHus),
HacaeayrTca MO ayTOCOMHO-
peueccMBHoOMy TNy




NMNAC penat Ha 4 OCHOBHBbIX FPyNNbl

E [MTpenmyulectBeHHO
rymopanbHble nnu B-
K/NeTOYHble

P.M. Xanros,
5.B. NMuuernn, A.A. Spunnn

F KoMbUHNPOBAHHbIE — NPU
BCeX [-KNeToYHbIX
MMMYHOOEePULINTAX B
pe3y/ibTate HapyLeHUm
perynaunmn ctpagaeTt PyHKUMA
B-KneTok.

AMATHOCT K/

NMMYHHOMETGTEMbI
PYROBONCTBO ANA BPAYEN

F ledpeKTbl paroumTtos3a
F [ledekTbl KOMMNIEMEHTA
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[TOCKONbKY UMMYHOAEPULUNTLI HaCTO NepeaatoTca
NO HAacNeACTBY, Ba)XHO BbIABUTb B CEMENHOM
aHaMHe3e Apyrux aeten ¢ NnoaobHbIMMU
3ab0neBaHMAMM, @ TaKKe YCTaHOBUTb, HE ABNAOTCA
Nn poanTenn poacTBEHHUKaMM mexKay cobomn, Tak Kak
MHOTUe U3 3TUX bone3Hen nepenaroTca Kak
peueccuBHbIN NPU3HAK.

KOHKpeTHasa e AMAarHoCTMKa MMMyHoaeduumnTa
onpeaensaeTca ero NpPUPoOaoun, T. . TeM, KaKoe 3BEHO
MMMYHUTETA HapyLweHo: cuctembl T-, B-numpoumnTos,
MaKpodaros, ApYyrmx KNE€TOK UMMYHHOW CUCTEMbI NN
BUNOCUHTE3 aHTUTEN.



ArammarnobynmHemmus ¢ aeduumnuTom B-KneTok

[ Pyoderma Qi Meningitis Pasnuyatot ase popmbi AlT: X-

\Ji 3 Infections  cLeneHHyto (bonesHb bpyToHa) 1
Xq21 of upper  ayTOCOMHO-PELLeCCUBHYIO.

gﬂfvla[;‘:er Kputepnem amnarHosa asnsaetcs
CHUXEeHUe KoHUeHTpaumnmn IgG
MmeHee 2 r/n npu otcyTcTBUM IgA 1
IgM n umpkyanpytowmx B-knetok

X-linked
recessive

Sepsis

A. Bruton’s agammaglobulinemia

KAnHnyeckne npoABAeHMA: NOBTOPHble baKTepuanbHble
MHPEKL MM PECNMPATOPHOIO TPAKTa, *KENYAOYHO-KULLEYHOTO
TpaKTa, CENCUC, MEHUHTUT

JleyeHne — nepecagka KOCTHOro Mo3ra
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Kputepuem gmnarHosa ABAAETCA CHUXKeHne ypoBHA [g A
Huxe 0,07 r/n y geten ctapuwe 4-x net. YacroTa

Jlrogu ¢ HapyweHuem npoaykumu lg A noaseprKeHbl
NIErOYHbIM MHDEKLMAM, Bbi3biBa€MbIM LUMPOKUM Habopom
BO3byauTeneun.

Cneundunyeckoro metoaa s1e4eHusa CENEKTUBHOTIO
Aedunuunta lg A He cywlecTByer.

JleyeHne NHPEKUUOHHbIX, aINeprmyeckmnx u
ayTOMMMYHHbIX 3ab0neBaHUM He OTANYAETCA OT Tepanun y
60/1bHbIX 6€e3 3TOro ummyHoaedunumnTa. bonbHbIM
NPOTMBOMOKA3aHbl NpenapaTbl UMMYHOT/100YIMHOB,
codepXalime aaxke He3HauyuTe/lbHble KOAn4ecTBa
MMMYHOIrNobynmnHa A.



O6Lan BapnabenbHan
MMMYHHAA

HenoCTaTOYHOCTb
(OBUH)

XapakTtepusyetca gedektom

W.B. KowapaTewkn, A.A. Bonoroe

CUHTE3a aHTUTen.
Kputepmamm anarHosa siBasieTcs

CHUXKeHUe ABYX-TPex OCHOBHbIX Ig:
A, M, G.
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Y 60/1bLIMHCTBA 60/IbHbIX KOIMYECTBO LMPKYAUPYHOLWMX B-

nmmoounToB HopmMmaabHo. Hayano ummyHoaedbuumnTa, Kak npasuo,
B BO3pacTe cTaplue 2-X ner.

OCHOBHbIMU KIMHUYECKMMMU MPOABJIEHUAMU ABNAIOTCA NOBTOPHbIE,
TAXKEeNo npoTeKarowme MHGEKUUU pecnupaTopHOro 1 XeayaoduHo-
Knwe4yHoro TpaKkta. Cpean 60nbHbix OBUH Heobbi4HO BbICOKA
4acToTa MMMPOPETUKYAAPHDIX U KENYAOHYHO-KMULLEYHbIX
3/10Ka4eCTBEHHbIX onyxonen. Y 601bHbIX TaKKe OTMevaeTca
cnaeHomeranua n andePysHaa ammbageHonaTtma. NMaumeHtol c OBUH
noABepXeHbl Pa3/INYHbIM aYyTOMMMYHHbIM HapyLWeHNAM:
reMo/IMTUYECKaa aHeEMUA, TPOMBOLMTONEHUS, HEUTPONEHUA.




fTunep-lgM-cuHapom

OCHOBHbIM KpUTEepuem AnarHo3a ABNAETCH
pe3Koe CHUXKEHME KOHLEHTPpaL M
MMmmyHornobyamHos G n A npwu
HOPMA/IbHOM WUIN BbICOKOM COAep*KaHNN

IgM.

KoanyecTBo LUPKYANPYIOLLKX B-KneToK
HOPMaJIbHO



JleueHue Bcex Gopm arammarnobyimMHeMmMn oCHOBbIBAETCA Ha
3aMecCTUTe/IbHOM Tepanuu npenapaTtamu Ig Ans BHYTPUBEHHOTO
BBEJEeHMA B coOYeTaHuu c a/b-Tepanune.

3amecTuTenbHaA Tepanua npenaparamu Ig HaYMHaeTCA C MOMEHTA
YCTAaHOB/IeHUA AMarHo3a u nposogutca 1 pas B 3-4 Hegenu
NOXM3HEHHO.

Ona npodunnaktnkm baktepmanbHbiX MHPEKLUMIMN Ha3HAYaeTCH
NOCTOAHHAA Tepanua TPUMMETONPMMOM B BO3PacTHOW A03€e Uau
KOMOUWHaumen aToro npenaparta ¢ UnnpodaoKCaLUHOM, YTO
NO3BOAET 3HAYNUTENIbHO YMEHbLUNTb YAaCTOTY U TAXKECTb
peumnanBoBs.

[TpoBOAMTCA TaKKe Tepanmsa NPOTUBOBUPYCHbIMU U
NPOTUBOrPUBKOBLIMM NpenapaTamm.

BakumHauma 60AbHbIX C HAPYLIEHMAMM NPOAYKLUMN aHTUTEN
HeapdeKTuBHa. NNpoTMBONOKA3aHa *KMBaA NOAMBAKLMHA B CBA3M
C BbICOKOWM YYBCTBUTENbHOCTbIO HO/IbHbIX K SHTEPOBUpPYCAM



[MepBuYHbIEe UMMYHOAEDULUTHDbIE
COCTOAHUSA C NPENUMYLLECTBEHHO
KNAeToOYHbIMU aedeKTaMyn UMMYHUTETA],
accoUMMNPOBaAHHbIE C APYIMMU
nedeKkramm.

KombuHuposaHHble dopmbi
UMMYHHOMN HEeA0CTaTOHYHOCTI
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Facial Clinical
b liti picture
abnormalities Thymic
‘\ hypoplasia
Hypopara- *
thyroidism
Frequent
Parathormoney infections
Aortic
Crnae vk, |
Caz+ ¥ Pl* arch
* malformation
Hypo-
calcemic seizures

Di George syndrome

CuHapom Aun-AKopaxkv —
runonnasua TMmyca,
KOTOpan couyeTaeTca C
MHOXeCTBEHHbIMM
ANcambpunoreHeTnyeCKUMM
NPOABAEHUAMM, B TOM
yncae NopoKamum pasBUTUA
CCC, napawMToBMaHOMU
YKenesbl, N0ABbIBUXOM
XpycTanuKa.

lpoaBnaerca
peunanBUpyrowmMmm
BUPYCHbIMM U TPNOKOBbIMM
NOPAXKEHUAMMU KOXKMN,
UHTEepCTULUNAZIbHOMN
NHEBMOHUEN, AUAPEUHDIM
CUHAPOMOM.




Ataxia telangiectasia

1. Oculo- =
cutaneous
telangi- /{} f
ectasia g
2. Cerebellar
ataxia

3. Dys-
morphism |

Clinical triad
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CuHAPOM OOHaXMeHHbIX TMMPOUUTOB

* CD4 T-KneTkn, aHTUreHNpeseHTUpyrouwne KNeTkn He
B COCTOAHUU NPeaCcTaBUTb aHTUTEHbI B
MMMYHOTeHHOWN popMme.

e Kak cneacrteme Bcex sSTUX HapyLWEeHUW, MMMYHHaA
cucTtema He cnocobHa cpopmmMpoBaTb aAEKBATHYIO
cneynduyecKyro 3alnTy KO MHOTMM
MHPEKLMOHHbIM areHTam. :




Taxenaa KombuHUpoBaHHaA
MIMMVHHAA HeAOCTATOYHOCTDb
Hanbonee xapakrepHblie NPU3HAKMU:
* runonsiasua AMMPoOnNaHON TKaHU
* nammdoneHunn
* CHuxXeHue CD3 numdopouuntos

* CHUXXEeHMe KOHLUEeHTpaLuun
CbIBOPOTOYHbIX MMMYHOINNI00Y/IMHOB

* paHHee HayaNno TAXenbiX UHPEeKLUUN



NedeKTbl parounTosa

XpoHUYecKan rpaHysiemaTto3Has 6one3Hb -

cyliecTsyet 4 BapuaHTa 3Tom 6on1e3HMU.

* Bce reHeTnuecKkue gedeKrbl NpUBOAAT K HAPYLLUEHUIO
NPOAYKLMM IN30COMaA/IbHbIX pepMeHTOB
(nepeKuncHbix paguKkanos B Heutpodpunax) u
BHYTPUKIETOYHOrO KunaamHra. ®aroumtos
OCYLLECTBNAETCA, OA4HAKO KUWIJIMHT U NepeBapuBaHue
MWUKPOOPraHM3MOB He NPOUCXOAUT, OTCYTCTBYET

CNOoCObHOCTb BOCCTaHAaB/IMBAaTb HUTPOCUHUMA
Tetpasonuu (HCT-tecr).

* Y 60nbHbIX BbIABAAIOT peunansumpytowme
cTadMNOKOKKOBbDIE abcueccbl, MoparKeHUue Nerkux,
NOAKOXXHOU KNeT4aTKn, OTUTbI U Apyrme rHOMHO-
BOCnanutenbHble 3abonesaHuna. KnuHuueckune
CMMNTOMbDI NPOABAAIOTCA B NepBble 2 roaa *XU3HU.



NedeKTbl CUCTeMbl KOMMJ/IEMEHT3

Bo3moXKeH reHeTU4eCcKn obycnoBneHHbIN
Aedbnumut ntoboro KOMNOHEHTa KOMNJIEMEHTA.

[NedeKT MoXKeT BblpaXKaTbCA B NOJIHOM OTCYTCTBUU
KOMMNeMeHTa Uan B 3HaYNTE/IbHOM CHUXKEHUMU
ero Konuyecrsa.

UmmyHoaedULUT MOXKeT KacaTtbca aedeKTa
MHIrMbuTopos, Hanpumep, nHrMbutopa C1
(HacnepcTBEHHbIM AHTMOHEBPOTUYECKUIN OTEK) UAn
MHrnbutopa C3b (oueHb HU3KKI ypoBeHb C3).

B o6wem pedekTbl C1, C4, C2 npnsoaAT K
CUCTEMHOM KPacHOU BONIYAHKe.

HNedektbl C3 — camble cepbé3Hble n 06bIYHO
NPUBOAAT K 1IeTa/IbHOMY Ucxoay.



BropuuHblie (npuobpereHHble)
ummyHoaeduuutel (BUO)

 HapyweHua MMMYHHOU CUCTEMDI, KOTOpPbIE
pPa3BUBAIOTCA B NO34HEM NOCTHATa/IbHOM nepuoae
WUN Y B3POC/IbIX U He ABAAIOTCA pe3y/ibTaTOM
KaKOro-to reHeTu4yecKoro gedekra.

* BU/[ xapaktepusylotca CHUXxXeHuem pyHKUUmn
3P PeKTOpPHbLIX 3BeHbeB MMMYHHOU CUCTEMDI,
Hecneundpumnyeckmnx GakTopos 3aLLnUTbl U ABAAIOTCA
GaKTOPOM PUCKA PA3BUTUA 3aTAXKHDbIX U
XPOHUUYECKUX BOCNanuTenbHbiX 3abonesaHunm
Pa3HOU 3TUONOTUN U NOKANU3aLUMN.



Cpepou BUL Bbipensatot Tpu GOpMbl:
NPMobpeTeHHYI0, UHAYLUPOBAHHYIO U

CMOHTAHHYIO

MpunobpereHHana — Hanbonee APKUM NPUMEPOM ABNAETCA
cnug

UHayuupoBaHHble BU[ — 3TO TaKmne COCTOAHMUA,
BO3HMKHOBEHUE KOTOPbIX CBA3aHO C KAKONU-TO
KOHKPETHON NPUYNHON: PEHTreHOBCKoe 0bayuyeHue,
KOpPTUKOCTEpOUAbl, UUTOCTaTUKKN, TPABMbI U
XUpYypruyeckmne onepaumm, a Tak»Ke HapyweHus
MMMYHUTETA, Pa3BMBalOLLMECA BTOPUYHO NO OTHOLLUEHUIO
K OCHOBHOMY 3ab6oneBaHuto (anaber, 3aboneBaHus
NeyYeHU U NoYeK, 3/10Ka4ecTBeHHbIe NPOoL,EecChl).
UHayuuposaHHblie dopmbl BULl Kak npaBuUao ABNAIOTCA
TPAH3UTOPHbLIMU, U NPU YCTPAHEHUMU NMPUYUHDI B
60nbLIMHCTBE C/Iy4aEeB NPOUCXOAUT NOJTHOE
BOCCTAaHOBJ/IEHNE UMMYHMUTETA.



CnoHTaHHaa dopma BU/[ xapaKkTrepusyerca oTCyTCTBUEM
ABHOM NPUUYMHDI, Bbi3BaBLLUEU HAapYyLUEHUNEe
MMMYHO/IOTMYECKON PEaKTUBHOCTM!.

9ta dopma ummyHoaedmuUTa NPOABAAETCA B BUAE
XPOHUYECKUX, peunanBmnpyrowmx, MUHPEeKLNOHHO-
BOCNa/IUTE/IbHbIX NPOLLECCOB BPOHX0NEroYHOro annapara,
yporeHutanbHoro un KT, rnas, KoXxu.

OHM BbI3bIBAOTCA KaK NPaBu10 ONMOPTYHUCTUYECKUMU UN
YC/I0BHO-NATOreHHbIMMU MUKpPoopraHMamamu. Mosatomy
XpPOHMYECKME, 4HaCcTo peunausupytowue, BANOTEKYLLUE,
TPYAHO noaaatowmecs Ne4eHUIo TPagUuLUOHHbIMU
cpeacTBamMu BocnanauTtesibHble npoueccbl Ntoboun
NIOKaNN3auum y B3pOC/biX PAaCCMaTPUBAIOTCA KaK
KANHUYECKne NpoAB/IeHNA BTOPUYHOINO UMMYHHOIO

aedvuumra.



NMonumHbI BTODUNYHDb

5 e e - S e e

IX
nMmmyHoaebuumnTosB
1. apa3nTapHble N NPOTO30MHbIe 60s1eE3HM (ONUCTOPXO3,
ManAapumAa, WWNCTOo- N TPNUMNAHOCOMO3bI, TOUXUNHENNES U

Ap.).

2. BupycHblie nHdekumm — Hanbonee KpynHas rpynna
MHPEKLMNOHHbIX areHTOB, Bbl3bIBatOLLUX
MMMYHOAEPULUTDI:

> BHYTPUYTPOOHbIEe MHPEeKLUUM (LUTOMeranoBupycHas nHbeKkums,
KpacHyxa);

» OoCcTpble MHPEeKUUn (Kopb, rpUnn, KpacHyxa, NapoTUT, BETpAHas
ocna, BUPYCHbIe renaTuTbl);

» nepcuctupyrowme (renatnt B n C, repnec);

» UHPEeKUMn nMMyHHOM cuctemsbl (BUY, LUIMB, Bupyc dnwTeinHa-
Bapp).



MpUUnHbI BTOPUYHbIX
MMMyHooedULNTOB

3. baKkTepmanbHble VIHCI)eKLI,VIVI (Ty6epKyne3 cnpunuc,
nenpa).

4. Xpyprumyeckme smellaTte/1bCTBa, TPAaBMbI.
. OXorw.

6. HapyweHuna obmeHa BellecTs (caxapHbin Anaber)
N nctolleHue (ronogaHue).

7. 3aboneBaHusa opraHoB BblaeneHma (ypemms).
3. Onyxonw.
9. XpOHMYecKne comatnyeckue 3aboneBaHus.

10. lenctBue NeKapcTB, IKOJIOTMYECKUX U
NPOU3BOACTBEHHbLIX PAaKTOPOB, paamaunn.

o



CeasbiBaHue BUY c CD4-monekynamum

HIV

2.

2909080080800 000000000000008000000000000808
Changein
conformation
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1. Binding Chemokine
to CD4 receptor
molecule CXCR-4

or CCR-5
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LinTomeranosupyc
e LUMB nHdpekumna npnBoauUT K pe3Komy
cHMKeHunto CD4+ T-numdoumnToB U
rmnepakTuBHocTn CD8+ T-KNneToK, yrHeTeHuto
KNeToOYHOro MMMYyHUTETA.

 LIMB oTHOCUTCA K CEMEUCTBY repnecBnpycos,
4YaCTO BbI3blBAOLWMNX NEPCUCTEHTHbIE
MHPEKLUN U pPa3BUTUE BTOPUYHDIX
MMMYHOO4EedULINTOB



Bunvc SnwtenHa-bano
DUPYC INWITENHA-DAPD
Bbi3biBaeT MHPEKLMUOHHbIKN MOHOHYK1E03.

Peuentopom ana storo supyca anaetca CD21 -peuenTop,
NO3TOMY NOPAXKAKTCA NPEenMyLLECTBEHHO B-KneTKu.

ITU e peuenTopbl UMEKTCA Ha AeHAPUTHbIX KNeTKax
NMMPOUNAHbIX PONTNKYNIOB, LiepBMKaNbHOM anutenmn. CA21
peuenTop ABaAeTca mectom npucoegnHeHna C3a-KOMMNoOHeHTa
KOMMN/eMeHTa.

[MpucoeamHeHue K peuenTtopy BUpyca dnwtenHa-bapp Bbi3biBaeT
aKkcnpeccuto Ha membpaHe B-ammedountoB 0cob0ro aHTUreHa,
pacno3HaBaemoro CA8+nnmboumtamm Kak yyxepogHoro. B
pe3ynbrate B-KNEeTKN CTaHOBATCA MULLEHbIO AN COBCTBEHHbIX T-
KNeTOoK.

B KpoBu onpeaenaetca atTMNmMYHbIN T-TMMPOLUTO3,
bnhactTpaHchopmauma B-kneTok, BbipaboTKa retepoPuabHbIX
aHTUTEN. DopmupyeTca CNO0XKHbIN UMMYHOAEPULUMNT C 31eMEHTAMM
ayToarpeccum



UMmmyHooedULNTLI NPU OXKorax

YeyrybnatoT onacHOCTb MHPEKLMOHHbBIX OCNOXKHEHUMN.

B nepsble AHW NpeobnagaeT CHUKEHUE UMMYHOI0OYIMHOB
OCHOBHbIX Knaccos (ocobeHHoO IgG).

B nanbHenLwem AenUCcTBME OXKOroBbIX aHTUIEHOB NPUBOAUT K
B-KNeToYHOM CTUMYAALUN.

OTMeYeHO CHUKeHne paaa NoKasatenem T-KNeTovyHoro
MMMYHUTETA B pe3y/ibTaTe AeNCTBUA OXKOrOBbIX TOKCUHOB -
CD3+ n CD4+ kKneTtokK, nHrmnbumpyetca paroumnTtos, CHUKaeTca
aKTUBHOCTb KOMMNJ/1IEMEHTa.

[MporHoctnyeckn HebnaronpuaTeH AncbanaHC COOTHOLLEHUSA
CD4/CD8




JlekapcTBeHHble UMMYHOAEDULUTHI

CBA3aHbl NPEMMYLLECTBEHHO C UX
MMMYHOTOKCHYECKUM aencteuem. OHM Bbi3bIBAIOT:

nedeKTbl POPpMMPOBaAHUA MEPBUYHOTO MMMYHHOTO
oTBeTa (CKopocTu 0bpa3oBaHUA K/IOHA
NAa3mMaTUYECKNX KNETOK U aHTUTeNoobpasoBaHUsA);

CHUXXEeHMe NPOTUBOBUPYCHOM 3aLLUTbI;

CHUXKEHNE LUTOTOKCUYECKON aKTUBHOCTU T-
NMMPOLUNTOB;

YMeHblleHne ¢paroumTapHOM aKTUBHOCTU
HEUTPOPUNOB N MAKPODAros.




CrapeHue
* CTapoCTb — BblPaXXeHHbIN T-
K/NIeTOYHbIW BTOPUYHDIW
UMMyHoaePpUuLMmT.

 OTmevyaeTca MHBOOLUUA TUMYCA, CHUXKAETCA YPOBEHb
TUMMNYECKOro PpaKTopa.

* C BO3pPaCTOM CHUXKaeTCA aKTUBHOCTb KJ1I€TOYHOro
MMMYHUTETA, CTPaAdatloT 3Tanbl pacno3HaBaHUA
aHTUreHa, nponndepaTtuBHaa aKTUBHOCTb T-KNETOK,
nameHsetcs CD4/CD8 nHaeKc B CTOPOHY CynpeccopHom
aKTUBHOCTM, CTPaAAOT HAaA30pPHble PYHKLU NN
NPOTUBOOMNYXONEBOU 3aLLUUTDI



* B oT/InuMe OT NepBUYHbIX
MMMYHOAEDUNLMTOB, BTOPUYHbIE
MMMYHOAEPULNTbI B OONbLUMHCTBE CYHaEB
He HOCAT HeobpPaTUMOro xapakTepa u
GYHKLUMMN MMMYHHOW CUCTEMbI MOTYT
BOCCTAaHaBAMBATbCA, €CMN NPeKpaLLaeTcs
nencrene GakTtopos, 06yCcA0BUBLLNX

MMMYHOAEPULUT. :




OueHKyY MMMYHHOTO cTaTyca NPoOBOAAT CO

cheayiolumMmm LenaMmunu.

. [leTanbHOEe nccnegoBaHMe COCTOAHUA 340POBbA.
. MpodeccnoHanbHbIN OTHOP.
. KoHTponb aencrema "dakTopoB BpegHOCTH' .

. KOHTpO/b UUTOCTATUYECKON, MMMYHOCYNPECCUBHON U UMMYHOCTUMY/IMPYIOLLLEN
Tepanuu.

. BbisiBneHne reHeTMyeckn onocpeaoBaHHbIX AeHEKTOB UMMYHHOM CUCTEMBI.

. OCTpble N XPOHNYECKUE UHPEKLUUNN Pa3NNYHOM 3TUOAOTUK, B TOM Yunucae CINN/A.
. AyTOMMMYHHbIE, UMMYHOKOMMJ/IEKCHbIE, ansiepruiyeckme bonesnn.

. lnmdponponndepaTuBHbIE N ApYrne 310Ka4eCcTBEHHbIE HOBOOOpPa3oBaHUA.

. Pa3nnuyHbie 3abonesBaHunA, B naTtoreHese KOTOPbIX BO3MOMHbl UMMYHHbIe
HapyLLUeHMs.

10. MoAroTtoBKa K KPYMHbIM ONMepaTUBHbIM BMeELLATENbCTBaM, OOLLIMPHbIE TPAaBMbl,
OKOrun, NOCNeAcTBMA SKCTPEMA/IbHbIX BO34ENCBUMN, MCUXO3IMOLIMOHA/IbHbIN
cTpecc.

11. ObcnepoBaHne peUMNMEHTOB A0 U NMOC/e TPAHCMAAHTaUUN.,
12. CoctoaHme go v nocne BakUMHaLUWM B rpynnax pucka.

~ W N B
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Kputepuu oueHKM MMMYHHOrO CTaTycCa

Hopma (BO3)

Conepxanne muM@oruToB B 1 MKII (a0COTIOTHOE KOJTUYSCTBO) 1250-2500
Conepxanue T-nmum@orutoB B 1 MK (a0COMIOTHOE KOJTUYECTBO) 1000-2000
Conepxxanue T-mumdormtoB B 1 Mk (%) 55-75
Conepxxanue B-nmumdorutoB B 1 Mk (a0COIIOTHOE KOJIUYECTBO) 100-300
Conepxanue B -numdonutos B 1 Mk (%) 10-15
WHIeKC CTUMYIISIITAA MATOTCHAMH

duTOreMarrIrOTUHUH 20 u 6onee
KonkanaBanuH A 20 u 6onee
MuToreH jJakoHoca 10 u Gonee

WNHpexc murpanuu HeUTpoguiaoB nocie crumyisiuun OT'A;

— 1 MKr/mn 10-40

— 2 MKT/MJ 0-20
Coneprxanue |g pa3anIHBIX KJ1aCCOB B CHIBOPOTKE KPOBH, MKI/MIT:

IgM 0.78-1.77
|gG HOA6pb 20 9.4-20.5 =

I0A 1,25-3.1
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OcHOBHbI@ NPUYIUHBI CMepPTH OT

BUN-UHDeKLUN

AIDS
Opportunistic infections Neurological complications HIV-associated tumors
Pneumocystis carinii Acute meningo- Vacuolar Kaposi's sarcoma
Toxoplasmosis encephalitis myelopathy Malignant lymphomas: NHL
Mycobacteria

Herpes viruses: HSV, CMV, EBV

Pneumocystis carinii infection

ll
1

Chronic

. R _ / AIDS-
Peripheral, ~~/ encephalo-
neuropathy |\ pathy

C.AID

§b 20
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Kaposi’s sarcoma
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CTpyKTypa BupuoHa BUM

gp 120

gp 41

RNA
p7-nucleocapsid
Lipid membran
p24-capsid
D 17-matrix
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PenaukaTusHbiU UMkn BUY

Binding

to CD4,
membrane
fusion

C. Rgggi&az%ion cycle of HIV in the hog

Release of
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