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MMMYHOOEMDPULINTHBLIE COCTOAHUSA




. . AMMYHHATET — KOMIIOHEHT HWHTETPATHBHOIO
UMMYHO — HEMPO- SHAOKPHUHHOTO YPOBHS PETYJISILINA
«1eJIoro» (OpraHU3MEHHOTO).

2. UHCTpyMEHT crieuM(pUuUeCKOr PErysainy —
. uauotuiibl AT u TkP (T-KJI€TOYHBIX perenTopoB).
. Fc-dparmenT —addekropHas yactb Moaekyabl AT

. UMMmyHHas cucteMma (popMupyeTcsl B OHTOIE€HE3€ Ha OCHOBE
TEHETUYECKOU IIPOrPAMMBI

4. IMMyHHasl CUCTEMA MOXKET OBITh AaTOJIOTMYECKH M3MEHEHA.
®opMBI HMMYHONATOIOTHHN: aJlJICPTHsl, Ay TOUMMYHHBIC
3a0oseBanus u UJ[C




Ponb uMMyHUTETA

* Qu3uorioau4yeckas * [lamornoauyecKkas
e 3awmTa

e OT HMeKUNU NIOC

« OT ayToarpeccuu A3

* OT onyxonwu Onyxonwu

« ObecneyeHne [Topokn passuTus
penpoayKumn




CBA3b pa3nuyHbix ¢popm nartonorum ¢ UOC

Nudexmus < > uac < | CTPECC
NHOPOKH
N pa3BUTHA
MPA,
Al - nONUKNoHanbHbIe
aKkTuBaTopbl Bn
N
> AU3 OnyXonwu

HapyweHuUsl KpoeemeopeHusl, penapayuu , 2eMocmasa




KnnHnyeckumum npossneHnamm UOC moryTt ObIThb:

1. PeunauBupyromue nH@eKmun (4acTo BI3BAHHBIE YCIOBHONATOTEHHBIMU U
IPUOKOBBIMH areHTaMM ).

2. I'emarosiornveckue AepuuuThl (TUMEPOUUTONEHUS, HEUTPOIICHUS, HHOTA
TPOMOOIIMTOIICHHUSI, METAJIO0IaCTHASI aHEMUS ).
3. HeoObIuHbIE peaknuu (CUCTEMHBIE) HA BAKIUHBI, COAEPKAIINE )KUBBIX
OCJIa0JICHHBIX BO30OYIUTENEH, BIUIOTh 10 Pa3BUTHUSA CEIICHCA.
4. PaccTpoiicTBA NUIIEBAPEHUS, JUAPCUHBIN CUHAPOM U CUHIPOM MalibaOCoOpOIuu
5. AyTOMMMYHHBIE U IPyTri€ NMMYHOIIATOJIOTUYECKHE MPOLIECCHI (aPTPHUTHI,
CKJIEpOAEPMUSI, KpacHasi BOJTYAHKA , TAPEOUIUT U AP.).

6. Aiuiepruyeckue peakuuu 1 Tuna B BUAE 3K3eMbl, OTeKa KBUHKE, aliepruiaeCKuMHU
pEaKUMSAMH Ha BBEJCHUE JICKAPCTBEHHBIX MpenapaToB, UMMYHOITIO0YJIMHOB, MIpenaparoB
KPOBH.
7. Onyxouu u sumdonposudeparuBubie 3a00aeBanus (npu MJIC BcTpeyarorcs
B 1000 pa3 gamie, uem 6e3 NJC);
8. [IN/] 9acTo coueTarwTcH ¢ MOPOKAMHU PA3BUTHS, IPEXKIE BCETO C TUIIOTLIA3UEN
KJIETOYHBIX 3JIEMEHTOB XPSAIIA U BOJOC. KapanoBacKyIapHbIE TOPOKU
OMMCAaHbI, NIABHBIM 00pa3om, nipu cu"apome u Jxopmxu




ITepsrunbie UJ1C, BkroueHHbIE B Pernctp MHCTATYTAa IMMYHOJIOTHUH
OMDBA Poccun

(Apues M.H., Axosnesa K.I1., [Tnaxtuenxo M.B., 2006)

NMpenmyuwiecTtBeHHbIN AePULUT aHTUTEN

UmmyHooepuUMT, KOMOMHNPOBAHHbLIU C APYTrMMU
aAedekramum

Odedunuut cparounTtosa

Tsaxenaa KOMOMHUpoOBaHHasA UMMYHHas
HepgocTtatodyHoCTb (TKUH)

Odedunumut KomnnemeHTa

Apyrue nepBuyHblie WOC




YacTtoTta nepBuYHbIX UMMyHoaedoununTtos (ML)

* [lo paHHbIM P.B. [NeTpoBa, cymmapHaga yactota [N coctasnser
« 2:1000
 Haubonee 4yacTtbIiM siBNsieTcA cerieKTUBHbIN gecpuunt IgA
e 1:300
« Haubonee peakum BapnaHTOM arammarnooynmHeMmnm
« 1:1000 000

e 3HayumenbHo 6osiee pacnpocmpaHeHsi MAJIBIE unu
KOMIIeHCcUpoB8aHHbIe BpO)KaeHHble aHOMaJiuu
UMMYHHOU cucmembl, a makxe [1OJIMMOP®UI3IM
eapuauuﬁ cus/ibi UMMYHHO20 omeema




YacTtoTta pasnnyHbix dpopm AL

CenekTtusHbIii gecpmumnt IgA 1:300-1:1000

Arammarno6ynuHemusn BpyToHa 1:1 000 000

MMnorammarno6ynnHemus — 1-3:100 000

OeduumnT T-KNETOYHOro 5-10%

MMMYHUTETA

OeduumnT cparoumtosa 1:1000

OednumT KOMNNeMeHTa 1: 1500-3000

Yacrora MUHOPHBIX (MaJbIX) TPAH3UTOPHBIX HUJIC He ycTaHoBjeHa. Ilo
MHEHHUK) HEKOTOPBHIX ABTOPOB, TPAH3UTOPHAS TMIIOraMMa -

I00yJIMHEMHUS MOKeT ObITh BbIsiBJIeHA Y 5-8% neTeil paHHero Bo3pacra.




[NednunTtbl rymopanbHOro MMMYHMUTETA

* bnokaga pasnuyHbix atanoB agudpdepeHUMpoBKU B -n

B mumdonutsl

“0- @

Ilpo- B Mpe - B

HauBHas B

1@
¥ IgG IgA\\




Monekynbl, y4acTByroLlMe BO B3aMOO4EUCTBUM
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A. Malecules involred in T cell —AP’C interaction



NJIC

B kaerounoro ( ryMopaJjbHOI0) MMMYHHUTETA

Ho3osoruueckast popma NvmyHosornyeckuil aegexr
1. bpyrona Hapymenue panHux ctaaui co3peBanus Bi
X- cuenJieHHast
araMmmarjio0yJJMHeMUs

Hapyiienne koHeuHoro stamna quddepeHiupopku B
2. CenextuBHbiii IgA

Hapymienne konrakta ¢ B 1 (CD40)
3. I'mnep IgM)

HeT 2-ro curHana ot 1n (MJ14)

4 OBU] (06mmii B 11 ne mosyuaror curnanos or Ti (ca3s ¢ HLA- A1, BS,

BapuadebHbIi DR3,)
UMMYHOAehUIUT



JleuuTel TYyMOPQJILHOTO HMMYHHUTETA

X- cuermieHHa arammaniooynuaemus ( bpytona )

[vonepmns - MeHWHrnT

< ¥ NHpekumsa
Xq21 pr 4 BEPXHMX
AU s W HAKHUX

AbIXaTebHbIX

DA IARRLY nyTen Y-ppakumm
X-ClienneHHbI | | @& BN Cencuc
peLeccuBHbIN AN

NpK3HaK odl W\
i i S\W
A. X-cuenneHHas arammamOGynMH& InexTPodope3 CbIBOPOTO4HbIX OeNKkoB

MyTanus reHa TUpO3UHKHHA3bI crieruduynoro a1 B mumdonuros
BEJIET K HAPYIICHUIO CO3PEBAaHUA HA YPOBHE Iipe- B



m

JleuuThl TyMOpPaIbHOTO HMMYHHUTETA

CuHapoM runepMmyHornobynnHa M

MyTaumm reqa Ag - lgM um IgD
>u < CD40L : MHC
i }< [lepexnioyeHve
m=—X(26 | Knacca
U U CDAOL CD40 ’4 lgG vnn IgA ¥



Jlebuut ryMmopajibHOTO UMMYHHUTETA

HamsHaa B Ayto-Ab

{ PeungmnBbl
x >_\< Y/{ o | BOCMNaneHus
nerkmx
OcraHoBKa 7, A
Ha npe-  Lvpkynu-
B- daze é)yromme e
-KNETKN
c HLA-A1,
neger pd
Ty-perynaunm c CKB [
ﬁﬁﬁgg;nm- BpoHX03KTa3
poBaHus Ig [nasmatn-
gs) ,{}»{ | ckan KieTka CYMNTOMBI
% ~/ & g7 B XKKT:
7 B H Y o A \ 7 Lenvakma-cnpy,
. N Y AL ANBPER,
i Y / \ Manbabcopbums

B. O61wuin BapnabenbHbIi UMMYHOAEhULUT: BO3MOXKHbIE NPNYNHDI

4 BapuaHTa OBM.: ocranosxa Ha craguu npe-B, Hapymienue T- peryjasiuuu, ayToaHTHTEIA K
UAMOTUIIAaM MMMYHOIJIOOYJIMHOBOTO PELENTOpPa, HApPYIICHHE CeKPelnH 13-3a IITMKO3WINPOBAaHUS




NJ1C

KOMOWHNPOBAHHbIE

Ho3og0rus

NvmyHos0rnyeckuil aegexr

1. TKUJ
(X-cremn u AP)

2.. AOA

ageHo3nHAe3aMuHasa

3..MHD

nypuHHyKneosuacgoccopunasbl

4. HLA-II aepuIuAT

5.. Buckorra Ongpuya

6. aecnunt CD8

JedekT obmiero curiajabuoro nytu aasa UJi2, 4,7,9, 15 -
Hapymienue nponudepanuu u co3peBanus T u B 1

Haxomienue ( d AT® n S-aaeH03WIroMoIuCcTENHA),
KOTOpbIE TOKCHMYHBI U HapymaroT cuHTH3 JIHK)

Het mosnoxureabHou ceaekuuu ¢ yuactuem HLA-II
%d I'TD - r,fga o3uHTpU(oCchaT - TOKCUUECKU METaOOJIHT,
oJyiee 1 1n

Heduuut xesmepoB, cHUxKeHUE cuHTe3a AT
Hedext nurockenera Ti 1 HapylIeHHe KOONEPaNH.

Cynpeccus T-ummynntera deguuut I{TJI,
Hedext I'3T




®opmer  TKUJT

V+D+J+C
PekombOMHa3a
B-uenb TCR  rexbi RAGH, Il 4

A. ®opmbl TKUA

VDJ + Cy O
l To4eyHas
ey MyTaLmns Xq13
end | U .
Leny 15 X-CLEeneHHbIN
PeLecCMBHbIN
NPU3HaK

peuientop AN1-2 4

1.

JledekT rena pekoMOMHAa3bI

(ob6miero st T 1 B k1eTok)

2. Jledext rena y uenu perentopa NJI12




WJIC
KoMOnHpOBaHHBIC B ACCOLMALIMUI C IPYTUMHU KPYITHBIMU
nepeKTaMu- UMMYHHUTETA

Ho3ogorust NmmyHoI0rHYecKu Je(eKT
, , T- neunur
smoOpuonarus (nedexr 22 xp., * crumno Cat+ (xapakTepHOe JIMIIO,
TUMYyCa U MapaliuTOBUIHON TUNEPTENOPH3M, , CYIOPOTH)
KEJe3bl

2. Arakcus (JIyu Eap) Y » Cynpeccus T-ummyHnureTa, Ae@uiut
TeJICAaHTUDKTa3uel IgAG2 ,G4)

(paspeiBel xp. 7 1 14
nepextTCR u renoB sk nerneit g )



KoMmOunuposanusie MJIC

AYTOCOMHO-
PELECCUBHAR, | TepeaHry-
reTeporeHHas | sxraspq M3ngqu?(e
J Ll C nopaxe- o D, Y,
> B VWA
l HUEM KOXW VVVVVAd !
BOKPYT nas3
XPOMOCOMHaS TUMUANHOBbI
HectabunbHocTs| | Lieped- || Bvmep
panbHas
l atakcus |
[Tonomku
M TPaHCIoKaLmm
B J1OKYCaX fucmop-
TCRulg (pusm
Ha xpomocome 14
> | KnnHuyeckas Tpuaja

OCTOPOXHOCTb
npu
paavoamarHoctmke!

B. ATaKkcusi-treneaHrnaKrTasus




KomOunuposanusie MJIC

22911

HapyLeHve
3MOpPVOHaNb-
HOrO Pa3BUTS
(3-ron4-ro
rMOTOYHbIX
KapMaHoB)

>

1 ‘/—> EBcTaxuesa Tpyba
[noTOYHbIE
MUHAANMHbI

— TUMYC

ﬂapa-
—> HXHUE  WwTo-, O O

4 ’\ BUAHbIE

—> BepxHie xenessl! Q"O
; YnbTMO-
g | bpaHxuans-

Hble TeJlbLia

[TpOAONBHBIN CPe3 OTKM

AHOMaNMK

[unonapa-
TMpeo3

\

[T

v

Cognd CPifT

{ 4

{ ,

| /|

/ !\
{

[ynokanbLemms

nmua \

KnuHn4eckas kapTuHa

[vnonnasms
TMMyCa
Yactble
b/ VHOeKumn

| AHoManus
" Ry aopThi

b. Cungpom [in [hxopaxe




Xp11.22

l

CD43 -
(cnanornuko-
NPOTENHbI)

.

. Cunppom Buckotra-Onpgpuya

KomOunuposanusie MJIC

Obpa3oBaHue
My4KOB aKTMHA
B LMTOCKENETE

Oy & o
«ow )
@J@a%
& @@ ﬁ@
o @9,
%@Q “W

b ®

TpombouuTb|

v

/ \
[ |
{ ]
; /
& -

T-KneTkn

HapyLweHue
DYHKLMN

HacTble nHdekLum

JKk3emMa

TpomboLuTo-
neHu4eckas

nyprypa. L ul
HOCOBOE
KpoBOTeYeHue, s |
nerexug, —— 1 .

MeJieHa f

KnuHuyeckas Tpuaga

I:-P. bypmecmep, A. Illeyymmo «Hacnsonas ummynono2usy,

M.: Bunom, 2007




NJIC ¢arouuTapHOro 3B€Ha UMMYHHUTETA

1. XI'b  X-cuen Cumxenue 6akrepunuaaocta (H202 u ap)
6) AP
2. Mepunur OtcyrctByeT CR3-Unterpun, LFA-1 (ICAM-1

aare3uu 1 tuna
KOPELENnTOop)- 1e(HEeKT MUTPAITUN

3. YUenunaka- Xuracu ['uranTCcKre TU30COMANIBHBIE TPAHYJIBI BO BCEX
kinetkax (OKKT, mouku, redeHs),

cHmxeHrne HK-kuiiiepos




JleuuThl rpaHyI0LMTOB

[NoKo30-6-hochataerngporeHasa [eKco30MOHOpOCHATHbIN NYTh

[NioKo30-6-ocdar » Prbynoso-6-hocdar + COZT
NADPJr/CDL\AN/-\DPH”‘H+

NADPH-okcunpasa

Xp21

OOOOCDOOO0 P
Oepexr  OOOOOO000

=\ Staphylo-
/) coccus,

Klebsiella,
Serratia

HazanbHas ABCLIeCC B NNErkUX, KULLIEYHIMKE, KOCTAX, NeYeHm AbcLecc
nuoaepmums B IMM@aTUHeCKmMx
y3nax

A. leTcKun cenTUYecKnmn rpaHynemMaros

Henocrarok nurtoxpoma b BeaeT K AePUIIUTY KHUCIOPOI-3aBUCUMOI0
MeXaHu3Ma 0aKTEPULIMIHOCTH, KOJIOHU3AIIMU OaKTepUsIMHU OPraHOB U

CEICUCy




Jlebuu Tl rpaHyI0LMTOB

Jkenpeccus CD18 | PeRGTIERIR

C (hakTopamu
WFn FB

[ToBepPXHOCTH
rpaHynoumra

CD18 CDT1ic

CD18 CD11b

Tun 1
B. lepexT agresnm nenkoumToB

MaHHO3a ~H—> Dyko3a

TpaHc-

Tvn 2

MUrpauma

JHA0TENUM

pPaHynoLuT

Anresus
[epekatbl-
BaHMe
Sgp50
L-cenekTuH
1 JTbloncX-
\ E-cenekTuH MR

1. — nepext moJiekyabl 2 uHTEerpuHa-CD18 —— CcHM:KeHHME XeMOoTaKcuca U (paromuTosa
2. — nedexr peunenrtopa L cesjektuHa —— HapyumeHnue B3aumoaeicreus IIMS u

IHAOTEJIMONUTA




Jleuu Tl TPaHyI0LMTOB

Streptococcus, . HeBponoruyeckve

Pneumococcus, ()] UMNTOMB
H. influenzae Y

4

BHyTpMKneTo4Hoe /"Iq )
ASIEREHE e . onLBuHaM
(merpaHynauma) y BOKPYT M3

b. Cungpom Yepgmaka-Xuracu

. Hapymienue xemorakcuca, JerpaHyiadaiuu u oakrepuniuaHocty dparonuros, HK u
A3KI




NJIC cucTteMBl KOMIIEMEHTA

Ho3og0rus

NMmmyHoI0rn4eckuu ae@exr

JledekTnI

koMmIieMeHTa ( AP),

nponepauHa X ci 16

JleeKThI
Cl1-UH (Al)

Hapymenue ximupenca [IUK, (C1)
onconuzanuu (C3),

nutosn3a oakrepuit (C5-C9)

He unrubupyrorcs (3aBucumsbie oT Xlla )
4 xackaJIHbIE TPOTEOJIUTUUECCKUE CUCTEMBI

AT x UHTUOUTOPY




C1 HrmouTop

MnasamMuHoreH

x)

N
) ()@
4__ﬂ:>___ [Npekan-
NMKPEUH

0
L @

AKTUBaLMA KOMIMJIEMEHTa CeeprbiBaHue | KannukpeuH ®unbpuHonus

Bbicoko-
MOeKky -
NAPHbIN
KUHWHOreH l

KMHWMHO-
NoO00OHbIN
C2b dparmeHT

v

JNokanbHoe ycurieHune rnpoHmLiaeMocTt cocyos,
oTexK

—» bpaAnKMHWH

A. Jepnunt nHrmnburtopa C1

Jedpunur C. nHrHOMTOPA BeleT K HEKOHTPOJIHUPYEMOM NMPOTEA3HON AKTUBHOCTH.

Otek onocpenoBaH OPaAMKUHUHOM U NeNTHAOM KUHUH C2




I[aHHI)Ie AHAMHE3a IIPA HEAOCTATOYHOCTH KOMIIJIEMCHTA

HepocTaTOo4HOCTH
KOMMNneMeHTa

Tun HacnepoBaHuA ConyTcTBylowme 3a6oneBaHus

Clq

AyTocomHoO-
peueccuBHbIN

AyTocomHoO-
peueccuBHbIN

AyTOCOMHO-
peueccuBHbLIN

AyTOCOMHO-
peueccuBHbLIN

AyTOCOMHO-
peueccuBHbLIN

AyTocomHoO-
peueccuBHbIN

AyTOCOMHO-
peueccuBHbIN

AyTOCOMHO-
peueccuBHbIN

MopaxeHune KOXU, Kak Nnpu KpacHou BonyaHke (CKB-noao6HbIN
CUHAPOM), peunanBupyrowme NHgeKLun, arammarnodoynuHemus

CKB-nogoGHbIN CUHOPOM, XPOHUYECKUM TrromMepynoHedpuT,
AepMaTOMMUO3UT, peLuauBupyoLMe rHoMHbIe NHeKun

CKB-nogo6HbIN cMHAPOM

CKB-nopoG6HbIN cMHAPOM, peuuanBUpYoLLMe rHOMHbIe UH(EeKLUN,
cencuc, BacKymnuTbl, Me3aHrMOKanunnsapHbIi rnomepynoHedpur,
NONMMMMUO3UT, NUMcOrpaHynemMaTos, XpoHM4YeCcKkum numdonemnkos,
repneTudOpMHbLIN AepMaTUT

CKB-nogo6HbIN CMHAPOM, peunavBupylolme rHomHble UHGeKunm
Oe3 HeuTpodunesa, MembpaHonponudaTuBHbIN
rnomepynoHedput, audcysHbie nunoamncTpodpum

CKB-noao6HbIN cMHAPOM, AePMaTOMUO3UT, BaCKYNUTbI

CKB-nogo6HbIN CUHAPOM, apTpumr, peunauBupyroias
MEHUHIOKOKKOBasi U rOHOKOKKOBas MHeKuum

CKB-nogoG6HbIN cuHApOM, peuuauBupyrowme HeuccepuasrnbHble
MH(EeKUUNn (rOHOKOKKOBbIE W MEHMHIOKOKKOBbLIE), BaCKYNUTbI,
cucTeMHas cKnepoaepmus, MemMmbGpaHonponudepaTMBHbLIN
rnomepynoHedput




BropuyHbie *HMMYHOAC(MUIMTHBIC COCTOSTHUS
y Aereu

BMOpMIlele UMMYHOAC(OUIIMTHBIC COCTOSHUSI,
WA  BTOpHUYHBIE uUMMyHouaehunutel (BTUM) —
HApYIICHUS] HWMMYHHOM CHCTEMBI, Pa3BHUBAIOIIUECS B
IIOCTHATAJIbHOM MEPUOAEC Y ACTCH WU y B3POCIBIX U HE

ABJAIOITUCCA  PC3YJIbTATOM TI'CHCTHYCCKHUX I[GCI)CKTOB
CUCTCMbI HUMMYHHUTCTA.




dtHoaorusa BropuuHbix MAC

e 1. JlepexT nutanus (OCIKOBO-IHEPreTUUECKasl
HEJIOCTATOYHOCTh 1 MUKPOHYTPHUEHTHAS HEIOCTATOYHOCTD )

* 2. Undekunn

* 3. [€IbMHUHTO3BI

* 4. ['unonpoTenHEMUs B CBS3U C OOJE3HSIMU MOYEK,
9KCCYJIAaTUBHOM HTEPONATHH, MadbaOCOpOLIUU

e 5. XpoHHYECKas ITOYECYHAsI HEJOCTATOYHOCTD (YpEMMSI)

6. JlnapenHbi CUHIPOM

7. CTpecc- CMHAPOM

8. OnepaTHBHOE BMELIATEIBCTBO (HapKO3+cTpecc+TpaBMa)
9. DHAOKpUHONATHUM (CaxapHbIM JUAOET, THIIOTUPEO3 U JIP.)
10. JIekapcTBa (INTFOKOKOPTUKOUABI, aHTUOMOTHKH,
[IUTOCTAaTUKU U JPYyTU€ UMMYHOJICIIPECCAHTHI)

* 11. Hu3kas macca mmpu poxJIcHUA



OHOOIMEHHbBIE PAKTOPDI
PUCKA

* [lepuHaTanbHble 4ePUUNTLI U NaToNIorng
« HeaoHOLLEeHHOCTb

* [MnoTpodug
e AHEMUS
« Paxut

* PaHee UCKyCcCTBEHHOE BCKapMIiMBaHue
o [1NcOMO3bl CIIN3NCTbLIX N KOXMU

« BTopmnyHasa umnmapHas gucKuHe3us




OHOOIMEHHbBIE PAKTOPDI
PUCKA

 [Matonorna LIHC n BHC

 JlInmpatuko-runonnacTuyeckas u
aKccygaTMBHO-KaTaparnbHaa aHoManmu
KOHCTUTYLNU

* Ovarm XpoHn4eckon MHAPEKLIMN HOCOIMOTKM

* /IHpnunpoBaHne MUKODaAKTEPUAMMU
TybepkKyresa



IK3OINEHHbIE PAKTOPDI
PUCKA

 [laccuBHOE KypeHune

 [ledpuUnUTHOE NO MUKPOHYTPUEHTAM
nuTaHue

* /laTporeHHO€e BO3OeENCTBUE Ha
MMMYHHYIO CUCTEMY aHTUONOTUKOB U
OpYyrnx goapmMakosriorm4eckmnx
npenapartoB

* HapyLLueHNsa aKONorMm OKpy»KaroLLeu
cpeabl



MexaHu3m IOAAaBJICHUS UMMYHHUTCTA IIPU

MH()EKIINN

e 3aBUCHUT OT. Buna IaTore’a, BUPYJICHTHOCTH, NO36I, IYTH
IIPOHUKHOBEHMS, PEAKTUBHOCTH OpraHMU3Ma.

. OcTtpele HHMEKINU BBI3BIBAIOT BpeMeHHbIM BT /I, ik koToporo
4acTO COBMANACT C MAKCUMYMOM KJIMHUYECKUX IIPOSBIICHUM.
JnutenpHocTh MJIC 3aBUCUT OT BO30OYIMTENS U MOKET JJIUTCS
MECSIIIBI.

. Ha dbone UJIC BO3MOXXHO pa3BUTHE BTOPUYHBIX MH(DEKINM,
BBbI3BAaHHBIX YCJIOBHO-IMATOT€HHBIMH BO30YIUTEISMU.

. XPOHHYECKNE MHPEKIIUHU YAaCTO COMPOBOXKIAKOTCS BHICOKUM
ypoBHeM LK, uTo uepes Ookany pernenTopoB UMMYHO-
KOMIIETECHTHBIX KJIETOK B CBOIO ouepeb BeAeT K MJIC (mopounsii kpyr)




Bupycnas napexuus u 1J1C

Tponusm BHpyCcOB K UMMYHOKOMIIETEHTHBIM KJIETKaM MOXKET HEIOCPEICTBEHHO BbI3BATh
nedext- nepunut cyononynsmuit T- numdornutor (BUY-Bupyc, Bupyc Dricraiina- bapp).
[Tpu mononykneose U/IC ormeuen naxe crycts 250 nHen.

* MexaHu3MBbI CYNIPECCUH:
l. cTumynsuus anonro3a

2. yruerenue npoJudepanuu (BUPyChl reprieca, KpaCHyXUBETPSIHON OCIIbI, MOJUOMUEIINTA,
ECHO) u u3MeHeHue nyTeu petupKyasaiuy JuM@ouuToB (BUPYC IpuUIIna).

3. Iucoananc nonyasinuii T Kj1eTOK B CTOPOHY MOBbINIEHHUSI CYNIPeCCOPOB (IIUTOMETraus,
MOHOHYKJI€03, BUY).

4. Momudukanus meMOpan 1uMGoUToB 1 Makpodaros cHmkaet skcrpeccuto HLA moneky,
Hapyuiasi mpouecchl Koonepamnuu (Bupyc renarura B. ['punna, nonmuosupyca).

5. CHumxkenue cuHTe3a WJII2 (IIuTOMErajoBUpPyC) U PEUENTOPOB K IIUTOKWMHAM
(muToMeranoBupyc, BUpyc renaruta B).

6.1lonaBieHue OakTepuIUAHOCTH (paromuToB (MeeKT TpaHyn, 0Opa3oBaHMs MEPEKUCHBIX
paarKaioB)

7. Hapymenue 3mumunanuu UK gepes 6nokamyFcR u C3R
8. IIPA - cpbIB ayTOTOJIEPAHTHOCTH
9. lMoamkaonanabHas aktuBanusi Bia (B1Y) u cpeiB ayTOoTONEpAaHTHOCTH




bakrepuanbHas nundekuus u M1C

MHpekuust 4acTo BhI3bIBAET J€(PEKTHI (DAarOUTAPHOTO 3B€HA U HAPYIIICHHE
UMMYHOPETYJIAIUN

IHAO0TOKCHH TpaMOTpHUIlaTeIbHBIX OakTepuii (OT)-
MOJIMKJIOHAJIBHBIN akTUBAaTOP Bl 1 B 00IBIINX J103aX CTUMYJIUPYET
VMMYHOCYIPECCUIO

Hexotopbie OakTepuaabHble TOKCUHBI (CTA(PUIOKOKKOBBIN
SHTEPOTOKCHUH) SABJISIOTCS CylePAHTUTeHAMMU

bakrepuanbHble TOKCUHBI, CTUMYIUpYyomue npoaykuuto NJI1,
AKTUBHUPYIOT O0Ch: «THIO(PU3- HAANIOYECYHUKHNY, BHI3BIBAS
VMMYHOCYIIPECCHIO.

ITHEBMO- , MEHUHI'OKOKKOBas1, KOKJIIOII, CKapjaThHa, Opylie/lie3 BhI3bIBAOT
noxasjgenue I'3T.

B nunamuke nHQeKun xapakrep MMMYHOJIOTHYECKUX PACCTPOMCTB
MEHSIETCSI, YTO MOXKET OBITh UCITOJIB30BAHO C MPOTHOCTUYECKOM IIENBIO.
Tak, cHrxkenne T XenrnepoB NPy MOHOHYKJIE03€ U MAPOTUTE MPEIIIECTBYET
pELIUINBY.

Ha ¢one 6akTepuanbnoro MJ1C Bo3HuKaeT puck
0AKTEepPUOHOCHUTEIbCTBA.



dPpdexrnl 3nM0TOKRCHHA ( DTVIIIC)

AKTHBanus 000MX IMyTeH AxTuBauma PHO MMMYHOCYIIPECCHUS]
KOAryJIAyu

Crumymsinus [IT'E

AXTUBaIMs arperamyu

KJICTOK Crumynsaus
Bu, IgM , [ITUK

['eHepanu3zoBaHHOE

HOBPEHACHHC Axtuanus [IMA, M@
JHAOTENHA W1 U8 WJI6

OcBOOOXKIIEHNE DJ1aCTa3bl U

JU30COMANBHBIX THAPOIa3

JIubeparop ructamMuHa

AxtuBanust C3

Crumynsanust AbIXaTeIbHOrO
B3pbiBa H,O,

TopMoxenue
(bUOPHUHOIUTHYECCKOM NHdapKT KOpBI
aKTUBHOCTH B KOpE ITOYEK HATIOYCYHUKOB CTuMymsIus arnonro3a




I'enemunTel 1 UIC

ObnapatoT BblpaX€eHHbIM UMMYHOOENpPeECCUBHbIM

adppekToOM, OCODEHHO Ha CUCTEMY MOHOHYKINeapHbIX
doarouunTos.

TpunaHo- 1 WMCTOCOMO3 NOAABMAT B OONnbLUeN Mepe
KNETOYHbIN UMMYHUTET

IMMyHOOenpeCcCBHbLIN 3PAEKT peannayeTcd Yyepes
BblIpabOTKy LMTOTOKCUMHOB U CYNpPecCOpHbIX d0akToOpOoB




[Mnutanne n acC

B nepByto odepenb nogaBnseTcs rnep8uYHbsiu UMMYHHbIU
omeem

[1pn nporpeccmpoBaHnn HapyLlaeTcsa Kak
KIemo4HhkIU, mak u 2ymoparibHbIlU

Oednunt HeopraHn4ecknx coeanHeHun ( xKenesa, LUnHkKa,
Mean, MarHus, KarnbLms) Bbl3blBAET 3HAYUTESbHbIE
OUCPYHKUMM B UMMYHHOW CUCTEME:

- NPOAYKLNIO KNETOK N LIUTOKNHOB
- obpasoBaHMe KMCNOPOAHbLIX paanKanoB
- CHUM)XXEHMEe YPOBHEN UMMYHOIrNOOYNMHOB




Oxorm n NacC

[loBpexaeHne KoXXHoro bapbepa
[TnasmonoTeps
AHTUreHHas cTUMynauns BCNeacTBmMe TpaBMbl

NuncbanaHc CD4/8

CHumxeHune npoaykuun NJ12

O>oroBble TOKCUHbI 06nagatoT UHIMOUTOPHbLIM
apPeKkTOM Ha dparoynThl




CaxapHbin anadbetr n UOC

1. Hdedpununt aHeprumn anga nnactuydeckux npoLeccos
( NpoayKuMK KNETOK, UMTOKUHOB, aHTUTEN)
2. [nnkosunnupoBaHne N3MeHSET PYHKLNIO DENKOB U

peLenTopoB
3. mmyHopoenpeccuBHbIM adpdoekT LK

4. HapylweHune pyHKLMN KNETOK, CBA3aHHOE C
MeTabonmMyYecknMm paccTpomncTsamm

5. CynpeccopHas HanpaBneHHOCTb FOPMOHaNbLHOo
OanaHca




Xupyprmyeckue onepaumm nog ooLwmm HapKo3om
n NAcC

YrHeTeHue (pyHKUUU rpaHynouuToB U MmakpodaroB
TopmoxeHue I'3T n aHTUTENooopa3oBaHUSA

BT onutca okono mecdaua M UMEET CINOXHbIWN reHes:
CTpecc

AP eKT npenaparos, UCMNOSMb3yeMbIX A5 HapKo3a

Bo3mMoXXHOe BNUaAHME MHIIMOUTOPOB (3HO0PdUHA?)

Ob6pasoBaHne ONOKUPYOWNX aHTUTEN?




JleyeHue npu BTN

[Ipu BropmuHbiX 1] HEOOXOIUMO JIEYUTH TE€ COCTOSHMUS,
KOTOPBIE TPUBENA K UMMYHOAePunTy. KpoMe 3T0ro, moka3zaHsl
CaHUTAPHO-DIIUAEMUOIIOTHYECKAN PEKUM, PALIUOHAIIBHOE
NATAHUE, BATAMUHOTEPAITUS, KOPPEKIIUSA TUCOAKTEPHO3a,
aZieKBaTHas (PU3NYECKasi Harpy3Ka WM MacCa)x, CAHATOPHO-
KypOPTHOE JICYCHUE.

IMMYHOKOPPEKITUS IPUMEHSIETCS MIPHU YCIOBUN HATUYUMS
nH(popMaIuu 00 UCXOJHOM UMMYHOJOTHYECKOM CTaTyce
OO0JILHOTO.



NMMMYHOrnooOyrnuHbl,
oborawieHHble aHTUTenamm
knacca IgM

[TleHTarnoouH



eCnacnbo 3a BHUMmaHume!



MMpuHUMNBbI BO3AeUCTBUA UMMYHOMOAYNATOPOB
Ha UMMYHHYHK CUCTEMY

NMNonuokcunaoHuun

Hentpo-|

¢dunsbl
\

Mn-3 > by WUHTepchepoHbI

HMKOHM,D, / \ EaI{T.npenapaTbl

.j;h\

MM UMyHodaH TakTUBUH




NJ1C

T- KJIETOYHOIO HMMYHHUTCTA

Ho3osorus I'eneTnuyeckmii neexr NvmyHo0ornyeckuil aegexr
« 1. .TKI/Ii[ P( X-  Ten R gma MJI2 4,7,11,15 Jle(heKT 001ero CHrHaJILHOI0
f.lrlﬁr)m u AP) I'en Geska B\KJIET Iepeadu nytu s W, nponudepanyn
u co3peBanud T u B 1
- 2..A0A q
(Tn) T AR T T TR aKOTIJICHUE JIe30KcHaTe (a3l
(d AT® Tokcu4Ha )
+ 3..MHO . i
(Tn) CH IIyPUHHYKJICOTHI HeT mo/1oxuT cesiekuuu ¢
(hocopurazel yuactuem HLA-II
« 4 HLA-II
. (Tn) ['eH mpoMoTOpHOTO OEIKa JIJIs JAeduuur xesmepos,
skcrpeccun HLA- 11 cHMKeHUE cuHTe3a AT
« O5.. Buckotra
Onapuya I'en Oenka Buckorra Onapuya Hledexr uutockenera T u
Tn HapylieHue Koonepaluu.
’ E(S:.Dge(buum Myranus rena ZAP70-kuHa3b1 Cymnpeccusi T-UMMyHHUTETA
Tn 2-1 xp. Hedext TCR Hepunut LTI, Jedbexr I'3T



PekomeHpaauuu Kk audpdepeHUUpoOBaHHOMY MPUMEHEHUIO
MeAUKaMEeHTOB NPU BTOPUYHbIX UMMYHOAE(PULNTHBLIX COCTOSAHUSAX
(CtaHgapTbl AnarHOCTUKK 1 nedeHunss «MmmyHonormna n anneprosiornay, 2001)

Npun pedbuunte PyHKUNN MOHOLUTAPHO-

MakpodaranbHou cuctembl (MMC) npnmeHaloT:
 [lonnokcmaoHun B 0o3e ot 6 Ao 12 Mmr;
 Jlukonmna B nose 1 n 10 mr.

[Mpn Hanbonee TaXenbix chopmax SIEUKONEHUN

MCNONb3YOT NpenapaTthbl rpaHynoLapHo-MmakpodaranbHbIX
KOMNOHWECTUMYIUPYIOLLMX haKTopoB

* Monrpamoctum (Jlenkomakc) 150, 300 n 400 mkr;
«  ®unrpactum (HennoreH) 300 n 480 mkr;
* [paHouuT (JleHorpactnm) 105, 265 1 365 MKT.



PekomeHpaauuu Kk audpdepeHUUpoOBaHHOMY MPUMEHEHUIO
MeAUKaMeHTOB NPU UMMYHoAe(PULNTHBLIX COCTOAHUAX
(CtaHgapTbl AnarHOCTUKK 1 nedeHunss «MmmyHonormna n anneprosiornay, 2001)

[Mpu pedeKkTax KNeTo4YHOro 3BeHa MMMyHUTeTa
Ha3Ha4alT OAMH U3 NPenaparTos:

 [lonnokcmaoHun B 0o3e ot 6 Ao 12 Mmr;

 0,01% pactBop TaktnBuHa B go3e 1 mn n/K;

 0,01% pactBop TumoreHa B foo3e 1 mn B/M;

e TwumanuH 10 wmr;

*  lImyHOodraH.

[lpn HapyLwleHU cuHTe3a aHTuTen B-
nmmdcpountTaMmm nokKasaHbil:

 Mwenonung 0,003 r;

 [lonnokcnaoHun B go3e ot 6 4o 12 wmr.



PekomeHgauuu K gucphpepeHuMpoBaHHOMY MNPUMEHEHUIO
MeOauKaMeHTOB NPy UMMYyHOA4Ee PULUTHbLIX COCTOAHUAX
(CtaHgapTbl AnarHoCTUKM K nedeHns «MimmyHonorus n annepronorus», 2001)

[Ipu HapyImeHUH CUHTE3a O- U Y-UHTEP(HEPOHOB
MOKA3aHO HA3HAYECHUE CICAYIONIUX MIPENaparoB:

*  WHOyKmopbl UHMepgpepoHos
* (AmukcuH, LUnknodepoH, Heosup, Nonyaan);
 VIHMepgepoHsi:
- npupoonsie (HenoBe4yecknuin nemkoumTapHbIn
NHTEPdEPOH, IrNPEPOH, JIENKMHMDEPOH);
- pexombunaumnsie (PeadepoH, PodepoH,
BudoepoH, PeanbaupoH, MHTpoH A, UHpek).



MexaHuambl hapMakonormyeckoro AencTeus

[MTonunokcnaoHusa B opraHM3me

1. AMMyHOMOAYNUpYyIOLLEee AENCTBUE npoaBnseTcs B
NOBbIWEHWU MUTPaLUMK haroyuTOB B BOCNaNUTesIbHbLIA ovar
YCUJIEHUU NOTMOWEeHNUA U NepeBapMBaHUA MUKPOOOB charouuTamm
yCUNeHuu cpepMeHTAaTUBHOW aKTUBHOCTU haroyuToB

noBbllWeHUU PYHKLUUOHASNIbBHOW aKTUBHOCTU T-numcpouuToB
CTUMYNALMU AHTUTENTO0O0OPA30BaHUSA

YCUJIeHUMU UMTOTOKCMYHOCTU NK-KneTok

NOBbIWEeHUN YCTOWYUBOCTHU K DaKkTepUasibHbIM U BUPYCHbIM

N

3. AHTUOKCUAAHTHOE AeNCTBUE nposBnfAeTcs B
CNOCOOHOCTH HHI'H6HPOBaTb B OpraHuame cBoﬁonHo-pa.unaanble
peakuum

\_ MHpeKLMAM - J
At \
2. JeTokcnuupyrollee AeNCTBUE npoasnseTcs B
* CMNOCOOHOCTH cop6HPOBaTb IK30- U SHAOTOKCHUHBI, HaxXxogdaujuecqd B
KPOBAHOM pycJieé U TKaHAX OPpraHu3Ma U BbiIBOAWUTb UX U3 OPraHU3mMa
* CHWKeHWUU TOKCUYHOCTHU pafa NeKapCTBeHHbLIX npenapartoB U
XUMHUYeCKHUX BellecCTB
. ,
4 Y

4. MembpaHOMNPOTEKTOPHOE AEUCTBUE nposBnseTca B
34dluTe KJ1eTOK OT noBpeXxgawwero neﬁCTBMH TOKCHUYeCKMUX BellecTB




[TonunokcunaoHun -
N-OKCVI,EI,I/IpOBaHHoe NMPOU3BOAHOEC NOJIUSTUINICHINTUNEPa3nHa

NMPUMEHSAETCA Y B3POCHbIX B A03e 6 - 12 Mr
n peten B aoze 0,1 - 0,15 Mr/kr B CyTKu

il < TabneTku CYNnno3nuTopum
MHBbEKLUN 12 mr EME
3MIr M 6 Mr
* BHYTPUBEHHO CYONUHIrBasibHO * PEKTAJIbHO
KanesibHO * AHTpaBaruHasibHO

* BHYTPUMBILLIEYHO
* UHTpaHa3asnbHO
* CYONIUHrBanbHoO

(- v
lMTonuokcudoHuUu nokasaH -

Npu BCeX BTOPUYHbIX UMMYHOA e ULIUTHBIX COCTOAHUAX,
NPOABAIAIOWMXCA B OCTPbIX U XPOHUYECKUX, PeLUaUBUPYIOLLUX
U BANOTEKYLLMX UH(PEKLLMOHHO-BOCNAaNUTENbHbIX Npoueccax

\ OakTepuanbHOW, BUPYCHOU U rPUOKOBOUN 3TUONOrUNn y




MexaHn3M UMMyHOMOayJIMpyrolero aencreus MI'BB

* bricTphie 3P PEKTHI:

HENnTpanu3auusa aHTUreHa;
HeENnTpanusauns UMPKYNUPYOLWUX aHTUTEN N0 MEXaHU3MY UONOTUM-

AHTUNONOTUNNYECKOro B3aNMOUOEUCTBUSA;
bnokapa Fc-peuenTtopoB Ha Makpodarax;
Briokaga Knaccuyeckoro nyTm aktueaumm kKomnriemeHta (MHrMbuums

C1q, c3, c4 KOMMNOHEHTOB KOMIMMEMEHTA);
annmuHaums LUK, anccoumnaumsa nx otrnoxeHmns B TKaHAX;
MOOyNnAUMS NpoayKuun npoBocnanmnTenbHbIX LMTOKUHOB.

* OtnaneHHble 3QHEKTHI:
NHIMOWpPOBAHUE CUHTE3a ansio- U ayToaHTUTEN (N0 MEXaHN3MY
obpaTHon cBA3N);

nameHeHue Tx1-Tx2 6anaHca B CTOpPOHYy Tx1.

«DopmyJIsip MO UCIOIb30BAHUIO IIPEMapaToB UMMYHOIJIOOYJIMHOB 1S BHYyTPUBEHHOTO BBEJCHHUS B
HeoHatoJsioruny, PACIIM, 2006



[TokazaHusa ANA Ha3HaYeHUsA BHYTPUBEHHbIX
MMMYHOINoOOYnMMHOB

 IlepBuuHbIC UMMYHOACPUIIUTHI (HOAACPKUBATH YPOBEHD
IgG kpoBU 0KOIO S I/1T)

« KaBacaku CHHAPOM

 BUY-undexuus y nerei

* XpoHH4YeCKHUM B-K1eTouHbIN TUMOOUIHBIN JEUKO3

* HepnaBHss TpaHCIUIAaHTAUSA KOCTHOIO MO3Ta y B3POCIHbIX
* MMMyHO-0OmOCpe10BaHbIE TPOMOOIIMTOIICHUM

* XPOHUYECKHUE BOCHAIUTEIBHbBIE IEMUCITIUHUZUPYIOIIINE
MOJIMHEUPOIIATUN

e CHHAPOM TOKCHYECKOTO IIOKa (IIpX paHHEM BBEACHHUH )



ITenTaroOuH

1. Ob6ecneunBaet crnerudUUeCcKuii TaCCUBHBI UMMYHUTET
2. 3a cyeT moBbIIIEHHOTO cojepkanust [gM neHnTarioOuH HecriennpruiecKkd aKTUBUPYET
- (aronuro3 (B 1000 pa3 aktuBHee ueMm 1gG),
- T-numdoumTel xenneps! (amruindaepsl - yCHIUTENIH ), uMmetoiue peuentop FcuR, co
BCEMU MOCHEACTBUSAMMU JJIsI TPOLYKIUH [TATOKUHOB.
- 3. IgM nyuie gpyrux kiraccoB MI' akTuBUpyeT CHCTEMY KOMILIEMEHTA I10

KJIACCUYECKOMY IYTH,.
- 4. HauboJiee aKTUBHO armIIOTUHUPYET OaKTEpUU
OTH CBOICTBA MEHTAITIOOMHA OJTHOBPEMEHHO C TEpaneBTUUECKUM IP(DHEKTOM CITy>KaT

u npodunakruke NJC
Peyenmopu ons [gM umeromces na T-xeanepax, nosTomMy MpuMEHEHHE €TO

MMEET HE TOJBKO OBICTPHINA KIMHUYECKUN d(PPEKT, CBA3aHHBIN C AIMMUHALIMEH
BO30YyIUTEN, HO U CO cmumynsayuel “I0ATOBPEMEHHOI0” UMMYHHOTO OTBETA.
B03MOXXHOCTh yXyIIIEHUSI COCTOSIHUSI Ha (POHE MPUMEHEHUSI MHTpariioonHa @

MOJKET OOBSCHSATHCS TEM, UTO peyenmopul 015 Fc- ppacmenma IgG umeromces Ha
MHO2UX MUNAX KIIeMOK, NPOOYYUPYIOWUX YUMOKUHBL, d MAK}Ce KULLepax u

/cynpeccopax, TeM caMbIM, OH CIIOCOOEH HE TOJIBKO YBEINYUTH KOJTMIECTBO
UUPKYIUPYIOIINX [IMTOKKHOB, HO U 100A8/ M “TOJITOBPEMEHHBI UMMYHHBIN OTBET.




[leHTarnobuH — 30N0TOM CTaHAAPT JIEYEHUS NPU
cerncmce n CenTUYECKOM LLIOKE

[leHTarnobuH aBngaeTca eanHcTBeHHbIM BBUI,
9PPEKTUBHOCTb KOTOPOIro B NiaHe CHWXEHUSA netanbHOCTHU
Npu cencuce n CENTUYECKOM LLIOKe MoaATBeEPXOeHa C No3nLnm
OoKasaTernbHON MeauuUnHbl (HaaeXXHOCTb AOKa3aTeNbCTB —
KaTteropua la, pekomeHgaunm — kateropums A).

O6ocHOBaHHOCTbL BKNtoveHUsa lNeHTtarnobunHa B
KOMMJIEKCHYIO Tepanuio NaymMeHToB C CENCUCOM N CENTUYECKUM
LLIOKOM NOoATBEpPXXAEHA AaHHbIMU MeTa-aHanmaa, NnpoBegeHHOoro
rpynnon HesaBmcnMbIX y4eHbix Cochrane Infection Disease
Group, ykasaBLUEeN YTO 3TO CHWXKAET NneTanbHOCTb B 2,1 pasa.

(Alejandria M.M. et al. The Cochrane Library, 2005, Issure 3, Oxfort
Update Software)



Cneundunyeckue
(runepUMMyHHbI€) UMMYHOINOOYNUHDI
LintoTtekT
[enaTekT

MMMyHOrnooynuHbl
(aHTMCTaUITOKOKKOBbIE, aHTUCUHETHOWNHbIE
n ap.) Yenoseka aAnga BHYTPUBEHHOIO
BBeOEeHUS



dutonpenaparhl

o Mmmynan — npenapar 3XMHALECH IyPITyPHOH CEMEHCTBA
aACTPOBBIX PACTECHUU

* Hmmynoseum - mpenapar 3XUHAILEU MyPIIYPHOU B COYETAHUU C
[IMHKA TIIFOKOHATOM U BUTaMUHOM C

* Xnopogunrunm, 3BKanaMuH, 3Bkadan C — nmpenaparsl
9BKAJIMIITA, 00JIaJaronre IIOMUMO CIIOCOOHOCTH
CTUMYJIHUPOBATh HECHECIUPUUISCKYIO PE3UCTCHTHOCTD,
OaKTEpULIMIHON U OAKTEPUOCTATUUECKON aKTUBHOCTHIO

* @umocbopwbl ¢ 3BEp0O00EM, KaJICHIYJION, pPOMAIIIKOM, a0e
(COK) u Jp.



I1o. magusiM BO3

MMMYHOCTUMYNATOPbLI, OTHOCSALLUMECH K TUMUYECKUM (haKTopam,
Takne Kak eCTeCTBEHHble (noflydaeMbiX N3 300HON XKernesbl KPYnHOro
poratoro ckota) W CUHTETUYEeCKMe (TUMOreHbl) K
npogaxe B OOMbLUMHCTBE CTpaH MuUpa, M3-3a BO3MOXXHOIO pUCKa

pa3BuTUS bblvuben rybkoBnaHom aHuedanonaTum

icnonb3oBaHne neBamMu3ona orpaHnN4eHo wun3-3a pPUCKa

BO3HUKHOBEHNA Y NMaUNEHTOB arpaHyJiounTo3a



NMHAayKTOpbLI MHTEpP(epoOHOB
Apbunaorn
LinknogepoH
AMWKCUH
HeoBup
[1nba3on
[TeHTOKCNPUNNKUH (TPeHTan)
KypaHTun (gunnpunaomon)



duTtonpenaparhl

UMMyHan — npenapat axuHauen nypnypHou ceMencTea
aCTPOBbIX paCTeHumn

UMMYHOBMT - npenapart axuHauen nypnypHou B
COYETaHUU C UMHKa rmoKoHaToM 1 sutammHom C

Xnopodunnunt, aBKanamuH, agBkaban C — npenapatbl
9BKanunTa, obnagaroLime NoOMMMO CroCcoOHOCTH
CTUMYNMPOBaTb HECMEUNMUYECKYO PE3UCTEHTHOCTD,
bakTepnynaHon n bakTepnocTtaTtu4eckom akTUBHOCTLIO

dPuTtocdbopbl C 3BepoboeM, KarneHaynon, poMaLlKon,
anoe (Cok) n gp.






NMMyHUTET — TOPMOHBI - MO3T

WMHTErpaTuBHBIN YPOBEHB PETYIIALIUMHU LIEJO0T0 (OpraHU3MEHHBIN)

Apocth

cTpax

M¢

—|
Tomon > Kopa ro;ioBHoro mosra <
Kaxna — ~
TEMIIEparypa @
I'UIIOTAJIAMYC
Heuiponenruabi: ¢ =
IHA0PPUHBI {} {}
DuKedaTHHbI PWUMnW3UHT FOPMOHbI TMMyC
BemiectBo P
nepenHsis rmnoons |—— | sapwss
aond ] aonsi
NnI-6
CTr @ AIT
TTr
AKTI =—Jpp-| TIOKOKOPTHKOM/TbI
oCr
B-a
nr \/
T-a

AKTT | g

Ty4Has kneTka
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PacnpocTpaHeHHOCTb

[lo 4aHHBIM BeayLlero MMMYyHorsora ctpaHbl akagemuka P.B.
[leTpoBa cpenHsas YactoTa nepsmnyHbIX NC B pasHbIX cTpaHax
coctasngdeT 2 Ha 1000 HOBOPOXAOEHHbIX.

Cuuntaetcs, 4to 50-75% obuiero konnyectBa donbHbIX ¢ [T -
aetn ¢ gedektom B-numdongHon cnctemsl (Hanboree vact
cenekTuBHbIN aedpuumnt IgA, ero pacnpoctpaHeHue 1:300 —
1:1000; arammarnodynnHemunst bpytoHa — 1:1 000 000,
runorammarnodynnmHemms — 1-3:100 000), 5-10% - T-kneTo4yHoro
NUMMYHUTETA, a OCTalnbHblE - UMEIOT KOMOUHUPOBAHHYIO
MMMYHOJTOrMYeCKyo HegocTaTtovHocTb (YactoTta 1:5 000 000).

HacnencrteeHHble aedekTbl Hecrneundmnyeckmnx aktopos
3aWmnTbl UMEIOT creayroLwyo NonynaunoHHY 4YacToTy:
doarouunTtosa 1:1000; komnnemeHTa 1: 1500-3000 .

UacTtoTta MMHOPHLIX (Marnbix) TpaH3uTopHbiX WOC He
yctaHoBneHa. [0 MHEHUIO HEKOTOPbLIX aBTOPOB, TPAH3UTOPHAaS
rmnorammarsriodyniMHeMusi MoXeT ObITb BbisiBIieHa Y 5-8% OeTen
paHHEero Bo3pacrTa.



I 1ICPBVHADIC VIMIMYROACQIVILN T DI.
10 HacTopaxmBatroLLMX MPU3HAKOB

OTcTaBaHue rpyaHoro pebeHka B Macce U pocTe

Yactble 3aboneBaHunsa otutom (4-6 pas B rog)
MaHudecTaumMen Ha NepBOM roay XU3HU

HeckonbKko noaTBepXXAeHHbIX TAXeNbIX CUHYCUTOB
(4-6 pa3 B ron)
bonee AByx noaTBepPKAE€HHbIX MTHEBMOHUM

[MoBTOpHLIE rNMy6oKMe abcueccChbl KOXN U BHYTPEHHUX
opraHoB

He meHee 2-x TaXenbiX UH(PEKLUN, TAKUX KaK
MEHUHIUT, OCTEOMUENUT, LensofinT, cencuc

MepcucTupyrowasa MoOnovyHuLa UM rpubkoBoe
nopaxeHue KoXu B Bo3pacTte ctapwe 1 roga



AIC

B kaerounoro ( ryMopaJjJbHOI0) MMMYHHUTETA

Ho3zosoruueckas gpopma

I'eneTnueckuii nedexr

NMmyHOJIOrHYeCKu i
negexrt

1. bpyrona (Bx)

2. CenexktuBHbIl IgA
(B yactro G2 ,G4)

3. rumep IgM  (Ba)

4 . OBUA (10-30 ner)
(Ba)

I'eu btk-
TUPO3UHKUHA3EI

Balea CD40L ma
Tn

ACCOLMMPOBAH C
ranjioTUIIaMu

HLA -DR3 u B8

Hapyiienre panaux
cTaguu co3peBanust Bi

Hapymenne KoHeYHbIH
aTan JudpdepeHIIUPOBKH
Bn

HapyiieHrne KoHTaKkTa C
Bi (CD40) —neT2-ro
curHaia ot Tn (MJI4 )

By He mojryyaror
CUTHAaJIOB OT TJ
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[eHeTnyeckne ocHoBbl nepBuyHbIX NOC

(M.H.Apues, K.IN.Akoeneea, M.B.lNnaxTtneHko, 2006)

Xpomoco  IIpomgykr [TopaxxeHHbIe 3aboseBaHuE
MHast AHOMAJIBHOTO T€HA  KJIETKHU
JTOKaJIN3aI]
us
11g22.3 [IporennkrHa3a B-xietku, T- | ATakcHs-T€ICaHTHOIKTA3HS
XEJIEePbI
11g23 CD3y- i e-uenp  T-kieTku TKUH: npepunutr CD3y- unu ¢-
eneu
13q RFX- T- u B- Hedunur anturenos MHC
ACCOLIMMPOBAHHBIN | KIIETKHU kiacca Il
POTEHH
14q32.3 Tsokenas nenb B-knerku Jleneuus TsHKEIon Lenu
UMMYHOITIOOYJIMHOB
19p13.1 Jak3 T-kineTKn TKHWH: nedumur Jak3
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[eHeTn4yeckme ocHoBbl NnepBuYHbIX NOC
(M.H.Apues, K.MN.Akosnesa, M.B.Mnaxtuexko, 2006 )

XpomocoMHas1 Ipoaykr ITopaskeHHbIE 3abosieBanue
JIOKAJTH3AIUS AHOMAJILHOIO FTeHA  KJIETKH

Xq21.3-22 B-kierku JlumdonpoandeparuBHbIN
CHH/IPOM

Xq26,27 bpyronoBckas B-kierku X-cuenjieHHa
THPO3UHKHHA32 aramMMario0yJJuHeMHUs
Xp21,23 CD40 nurang B-u T- X-cuemsiennas UH ¢
XeJIepbl runep-IgM

WAS T- u B-xkinerkn | Cunapom Buckorra-
Ouapuya

Y-1enb peuentopa T-kieTku X-cuemennas TKUH
UHTEPJICHKUHOB

AJIA- aneno3unae3amunasa; [TH® — nypunHykiaeo3ns hocdopuiiaza




OcCHOBHbIe nabopaTopHbie nccnenoBaHUA Npu
anarHoctuke UM

HopmanbHbIM cHMTaEeTCAa YPOBEHb
MMMYHOTITI00YNMMHOB, HaxodsLWmMnUca B npegenax 2
CTaHOaPTHbIX OTKNOHEHUN OT cpegHero 3Ha4eHuga
Ona gaHHoro sBodpacrta. ['lpy CHUXXeHun ypoBHS
MMMYHOrnobynnHoB boree 4em Ha 2
CTaHOAPTHbIX OTKITOHEHUSA OT BO3PaCTHOU HOPMb
CTaBAT AMarHo3 runorammarsioonniMHeMumu.
Ou4eHb BbICOKUN YPOBEHb MMMYHOITIODYITMHOB
nossonset 3anogo3putb CrAL.



OcCHOBHbIe nabopaTopHbie nccnenoBaHUA Npu
anarHoctuke UM

NPOBOAST U
, OCHOBAHHbIX Ha

anneprmyecknx peakumnsax sameasieHHoro Tmna ¢
NCrosib30BaHNEM CTONOHAYHOro, ANPTEPUNHOTIO
aHaTokcuHoB, Candida albicans. lNanyna gomkHa
noaBUTbLCS Yepes 48-72 yaca. [lonoxntenbHag
peakuus npu NpoBeaeHNN KOXKHbIX NpPoD UCKroYaeT
TSKESY0 HEQOCTAaTOYHOCTb KIETOYHOIO MMMYHUTETA,
TOorga Kak oTpuuartesibHas peakuusa He uMeeT
ONarHoCTUYECKOro 3Ha4YeHuUS.
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Pabo4yas knaccudpukauus NAL
(Benstuwes HO.E., OnnH B.B., 2007)

Hepaocrato4yHOCTb rymopanbHOro 3aseHa MMMyHUTeTa:
X-cuenneHHaa arammarnooynmHeMus;

Nedununt otaencHbIX nogknaccos IgG;

[unep-lgM cuHapom;

Obwas BapmabernbHas runorammarnodynmHeMus;
HepocTtaTtoyHOCTb CUCTEMbBI KOMIMIIEMEHTA

Kneto4yHas u KoMOMHMpoBaHHaa HeAOCTAaTOYHOCTb UMMYHUTETA:
PeTukynspHaa gucreHesus;

Oeduvunt T-numdouunTtos (annasmusa Tumyca, Hesenoda cnmHapom);
CUHOPOM «TofibIX» NMUM@POLUMNTOB;

Tspkenas kKoMOMHMpoBaHHAA UMMYHHast HegocTtaTodHocTb (TK UH);
OmMeHHa cuHOpoMm (HegocTaToOYHOCTL T-Xennepos)



KombunHnpoBaHHble MMmmMyHoaepULUTDI

®* KoMOMHHMpPOBaHHBIE MUMMYHOACMUIIUTHI , CBI3aHHBIC

KpYIHBIMHU Jie(heKTaMu
*
[ ]

Cunapom Buckorra-. Hedekr rena X -cI1, KOAUPYFO- 1 puaéa: uHp ek, IK3emMa
Ouapuua uiero “0eJiok CHHApPOMA TPOMOOLMTONEHNYECKAS
Buckorra- Qaapuya « nypmnypa.

AH3, onyxoum, BaCKyJIUT

ATtakcus - Hapymienus perymsiun AP Mo3xkeukoBasi aTakCud ,
TeJCAHTUIKTA3US KJIETOYHOTO I[HKJIA, reMaHTruOMbI, HUH(PeKI U

IIOJIOMKHA XPOMOCOM AN3, onyxouaun




UccnepoBaHue charountoB

MccnepnoBaHue dparouuTosa BKMNOYaeT TECT
BOCCTaHOBIIEHUA HUTPOCUHETO TETPA30MuS,
nccrnegoBaHue XxemMmoTakemeca U aaresnm
NenKoumnToB (B YaCTHOCTU, TECT KOXHOIO OKHa),
Y3W ceneseHKkn, ctepHanbHY0 NYHKUUIO (Npwn
CTOMKOW NEVUKONEHUN UIMN NENKOLINTO3E),
N3MEeHEeHNN MopPdoNorMn NMeNKoOLNTOB,
BbISIBIIEHUM BriacTHbIX OOpPM B KPOBMU,
BbiABNEHNE aHTUHENTPOMUIIbHbLIX aHTUTEN,
onpegeneHne Yncna KneTok ¢ aHTUreHHbIM
mapkepom CD11/CD18



UccnepgoBaHue KOMMJieMeHTa

BkntoyaeT KonnyecTBeHHOE onpeaerieHme u
doyHKLUMOHasbHY OLEeHKY KOMMOHEHTOB
KOMMNNeMeHTa, uccriegoBaHue ansrepHaTUBHOIO
NyTW aKkTUBaLMMU KOMMIIEMEHTa, onpeaerneHue
OMNCOHMHOB N (PaKTOPOB XeMoTaKcuca B
cbiBOpoTKEe. O gedmumntTe onCoHNHOB B
nccnegyemMon CbiIBOPOTKE CBMOETENLCTBYET €€
HEeCnocobHOCTb ycunueaTb doarounTos baktepum
N OPOXKEBLIX TPUOOB HOPMAarbHbIMU
nenkounTamu.



[eHeTn4Yeckne ocHoBbI NnepBuYHbIX NOC

10q13;22q11.2 ? T-xuerkun Cunapom du Jxapaxu




OcHoOBHbIe nabopaTopHble UccrnenoBaHUs Npwu
anarHoctuke U

O6wuli aHas1u3 Kpoeu rno3BONSIET BbIABUTD:

adHEMUIO,

NENKOMNEHUO NN TPOMBOLIMTONEHNIO.
NMMMAOLINTOMNEHNS NOYTU BCErda CBUAETENbCTBYET O CHMXKEHUM Yncna T-

NMM@OLNTOB.
Y 60MbHbIX C HEAOCTATOYHOCTLIO KIETOYHOIN0 MMMYHUTETA YacTo HabngaeTcs

903nHOpMnnS.
HapylweHne agresmm nemkounToB COMPOBOXOAETCA CTOMKUM NUMEPOLUTOIOM.
Ona cuHgpoma Buckotta-Ongpuya xapakTepHO YMEHbLLUEHME YMCa U pa3sMepoB
TpOoMbBOLMTOB.
[1py HEKOTOPLIX UMMYHOOEeULNTAX, HANPUMEP, CUHOPOME rnMnNepnpoayKunm
IgM n Ts>KENomM KOMOMHMPOBAHHOM MMMYyHoO4edUUNTE, HAabgaeTcs

ayTOMMMYHHasi TPOMOOLINTOMNEHUS.



10q13; 22q11.2 ? T-a Cunapom du JTxopaxu
Xq26,27 B-a X-clenJieHHAa araMMario0yJJTuHeMus

Xp21,23 B- u T- xeqmnepsl
X-cuemiaennas UH ¢ runep-I1gM




['eneTnueckue 0CHOBBI NepBUYHBIX M JC

(M.H.Apues, K.I1.fIxoBneBa, M.B.Ilinaxtuenko, 2006)

XpomocoMHas MpoaykT NMopaxeHHble 3aboneBaHune
nokanusaums aHoMarnbHOro KINeTKu
reHa

op13 a-ens NJI-7R | T-kineTkn, TKUH ¢ nedunurom a-mens NJI-7R
B-knetkn

6p21.3 TAP1 nin T-xIeTku Hedurut anturenoB MHC kimacca I
TAP2-tiporenn

7q11/23 NCF1 darouuTs XI'b

8q21 Hubpun T-xnerku Cunapom Heiimurena

10p13 Artemias-TeH T-xmerkn TKIH: Athabascan

11p13 a-rtenb UJI-2R - T-kierku Hemumut NJI-2Ra-1tenn

11p13 RAGI unm T-kieTKu, TKUH: nepunutr RAGI1 nim RAG2,

RAG2 B-KJIeTKH OMEHH-CUHAPOM



4d004Yaia KJIaCCUMHUKAIlsa
(Benbtuwes HO.E., OnuH B.B., 2007)

UMMyHHaa HegOCTaTOYHOCTbL NPU HacneACTBEHHbIX OONe3HAX:
Neduuunt ageHosnHgesamuHasbl (ALA);

OedpuuunTt nypmHHykneotua-doocdopunasel (MHD);
Buckotta-Ongpuya cMHapowm;

Ueguaka-Xuracu cuHOpoOM,;

ATaKkcusa-TeneaHrmosKkTasus;

Opyrue 3abonesaHus.

UMMyHHaa HeaAOCTaTOYHOCTb NMPU XPOMOCOMHbIX OONe3HsX:
bones3Hb [layHa;

CuHgpom Oun [xopxu (CMHOPOM Aeneummn XpoMoCcoMbl 22);

CUHOPOMBI XPOMOCOMHON HECTABUNBHOCTN C UMMYHHOM
HegoCTaTovHOCTb (HenmereHckmn cuHapom, ICF-cuHapom)

[pyrne cuHOpoMmbl.

HepnoctaTo4yHOCTb npoueccoB ¢parounTo3sa:
XpoHunyeckasa rpaHynemaro3Has bonesHb (BereHnepa);
HepnocTtaTouyHOCTbL Muernonepokcnaasbi;

[nep-IgE cnHgpowm;

HedekTbl Monekyn agreaun (cnHgpombl LAD)

[pyrne cuHopombl



MMmyHOoOehUUNTHbIE COCTOAHUA Y AeTeun

NepBUYHbIE NMMYyHOAedUMUNTHBLIE cocTosAHUA (MLC) -
BPOXAEHHbIE HapyLUEHUA CUCTEMbI UMMYHUTETA, CBA3AHHLIE C
reHeTU4YeCKUMN gedekTamm ogHoOro UM HECKOSbKUX ee
KOMMOHEHTOB: KIIETOYHOIO U rymoparibHOro UMMYHUTETA,
doarouuTosa, komnnemeHTta. K nepsuyHbiMm NOC oTHOCAT
clly4am CTOMKOro HapyLueHUsa KOHEYHON 3PP EeKTOPHOM
doyHKLUNM NOBPEXOEHHOIO 3BEHA, XapaKTepusyrLmecs
CTabUIIbHOCTBLIO 1 BOCNPOU3BOANMbIMU NabopaTopHbIMU
XapaKTepPUCTUKaMMN.

KnnHunyeckas kapTtmHa nepeuyHbix MOC xapaktepunayetcs
NOBTOPHLIMU N XPOHUYECKNMUN UHPEKLIMOHHBIMMN
3aboneBaHMsMUN, NP HEKOTOPLIX doOpMax MNoBbILLEHA YacToTa
anneprum, ayToMMMYHHbIX 3abofieBaHuin 1 pa3BUTUA
HEKOTOPbIX 31TOKa4YeCTBEHHbIX OMYyXONneu.



PacnpepneneHune naumeHToB no oopmam nepBuYHbIX WOC, BKNOYEHHbIX B
Peructp Uncturyra ummyHosiorun ®MBA Poccun mo cocrosinuio Ha 01. 01. 2006
(Apues M.H., Axosnesa K.I1., [Tnaxtuenko M.B., 2006)

OeduunTtbl aHTUTENooOpasoBaHuA

ArammarnooynuHemusa ¢ gpedumumntom T-KNeTok 84
O6uwan BapnabenbHagd MMMyHHasA He4OCTaTOYHOCTb 34
ArammarnobynuHemus ¢ runep-igM 23
ArammarnobynuHemusa copmynbl (MgA, mgA) 3
TpaH3uTOpHasa rMnoraMmmarnooynmHeMma MnageH4YecKkoro Bospacra 29
CenektuBHbIU aechnunt IgA 179
KombuHupoBaHHble U[C
CuHapom Buckorra-Ongpuya 17
Cunpgpowm Jlyu-bapp 76
XPOHNYECKNN KOXKHO-CITU3UCTbIN KaHANA03 31
'nep-IlgE-cuHgpom 25
Odedunuut Hecneundpunyecknx pakTopoB 3aLUnNTbI 6

dednunuT KOMNOHEHTOB KOMMJMeMeHTa
Oedunumut cparounTtosa 28



B-kneTto4yHble gehnumntbl y geten

3aboneBaHune Tun HacnegoBaHuA KnuHnyeckmne ocob6eHHOCTH JNleyeHne
Bone3Hb PeunccuBHbIN, PeunanBupyrowme rHomHble 3aboneBaHus; CbIBOpPOTOYHLIN Ig B
BpyToHa cuenfieHHbIN ¢ X- MH(EKLNOHHBbIe 3aboneBaHUA Nerknx, OKONIOHOCOBbIX Havane B pgo3e 0,2-0,3
(nepBuYHasn xpomocomou (85%). nasyx, cpeaHero yxa, koxu, LLHC; aytTouMmMyHHble r/kr 1 pa3 B 5-7 gHen n
arammarnoby FeH nokannM3oBaH Ha | 3aboneBaHUA- NONMAPTPUTLI, AEPMATOMMO3UT; BbICOKA aanee 0,4-0,5 r/kr 1
nuHemwms) Xqg21.3-22 yacToTa annepruyeckmx saboneBaHumn. pa3 B 3-4 Hegenu,
nopaepxuBas
ypoBeHb IgG 5 r/n,
AHTUOMOTUKM
. ape”TeparibHO
TpaH3uTopHas | Hem3BeCTHbIN. Peungueupyrolime 6aktepuarnbHble KOXHble,IeroYHble 1 RI-R'M%MCPI'MKM,
MnageH4yecka | YacTo B ceMbsiX C JNNTOP- nHdekunn, acTpo3IHTEPOKOSUT., FeMOLUTONEHUNMN. HEKOTOpPbIM
fa pasnu4HbIMKU nauueHTam —
rmnorammarno | KOMOMHMPOBAHHbLIM CbIBOPOTO4HbIN Ig
GynuHemus (npu ypoBHe IgG B

CeneKkTUBHbLIN
aAecdumumt Ig A

]
a\v MyHOAemLVTam
peueccuMBHbIN UNu

ayTOCOMHO-
AOMWHAHTHbIN

PeunausBupyrowime HeTskenble UHPEKUMOHHbIE
3aboneBaHuAa nerkux; 6onesnn XKT, xpoHn4yeckas
auvapes; npy Hannuum B8 n DR3 HLA - peBMmaTongHbIn
aptpuTt, CKB, iepmaTtoMmMo3unT, CKITOHHOCTb K
aHadmnakTuyeckum peakumsam; y 50% - beccumntomHoe
TeyeHue.

CeneKkTUBHbLIN
aAecdumuumt IgM

AyTOCOMHO-
peueccuBHbIN

TsKenoe Te4eHne 6aktTepuanbHbIX MHGEKUUNA,
CKITOHHOCTb K aTONUYe€CKUM peaKLMsaM, SHTepPUTbI

CeneKkTuBHbIN
aeduvunt IgG
(bopmynibl
(MgA, mgA)

AyTOCOMHO-
peueccnBHbIN

PeungnBupyrowme 6poHxonerovyHbie nHeekuum,
3HTEepPUTbI, CKITIOHHOCTb K ayTOUMMYHHbIM 3aboneBaHUAM

OBY MeHee 2 I/n)
HTMONOTUKN,

CbIBOPOTO4HbLIN Ig npun
aeduuymte IgG (HO He
npu U30NMpoBaHHOM
aeduunte IgA, T.K.
BbICOK PUCK
aHadumnakTn4yeckoro
LLIOKa,
obycnoBneHHoro
BbipaboTtkon IgE
NPOTUB 3K30reHHOro
IgA).




3aboneBaHue

boJue3nn
bpyrona

(nepBuunas
araMmmario0yJiuHe
Mus)

Tpau3uropHast
MJIaJIeHYecKas
rUIoraMmMarJioo
yJIUHEeMHUS

CelIeKTUBHBIN
aepumut Ig A

CelIeKTUBHBIH
nepuour IgM

CelleKTUBHBIH
nepunnt IgG

(popmymer
(MgA, mgA)

Tun HacnegoBaHuA

PeunccuBHbIN,
cuensieHHbIN ¢ X-
xpomocomomn (85%). lNeH
JNIOKanuM3oBaH Ha
Xqg21.3-22

HeunsBecTHbIN.

YacTo B cembax ¢
pas3nuyYHbIMK
KOMOMHUPOBaHHbIMU
MMMyHoaeduuutTamu

AyTOCOMHO-
peuecCUBHbIN UNu
ayTOCOMHO-
OOMMWHAHTHbIN

AyTOCOMHO-
peuecCuBHbIN

AyTocomHo-
peueccuBHbLIN

KnuHunyeckue ocobeHHOCTHU

PeunanBupyrowme rHomHble 3aboneBaHns; MH(PEKUMOHHbIE
3aboneBaHUA NErkux, OKOJIOHOCOBbIX Na3yX, CpeAHero yxa, Koxu,
LHC; aytTonmmyHHbIe 3aboneBaHus- NONUapPTPUTHI,
AepMaTOMMO3UT; BbICOKa YacToTa annepruieckux 3aboneBaHuUn.
YpoBeHb B kKpoBu IgG < 2 r/n, otcytcTByroT IgM, IgA,IgE, IgD.
my6okun aecdpmumnt B-knetok ( CD19< 2%), myTtauus B Btk,
otcytcTBue Btk B HemTpomnax, moHouuTax, Tpomoouutax. Btk —
B-kneTo4yHasi TUPO3NHKMHA3a

PeunguBupyrowme 6akrepmanbHbie KOXHble,ierouHbie n JIOP-
MH(EeKLUN, acTPOIHTEPOKOSTUT., FEMOLIUTONMEHUMN.

CTonkKoe CHMXXeHne CyMMapHOM KOHLeHTpaLuum
MMMYHOINMOOYNMHOB HMXe 3 r/n Nnpn HOpManbHOM UM YMEPEHHO
CHMKEeHHOM ypoBHe B-knetok

PeungnBupyrowme Hetaxenble MHPEKLNOHHbIE 3aboneBaHusA
nerkunx; 6onesHu XKT, xpoHuyeckas guapes; npu Hann4um B8 n
DR3 HLA - peBmatonaHbin apTpuTt, CKB, aepmatommnosur,
CKJTOHHOCTb K aHachmnakrmyeckum peakumusam;y 50% -
6eccMMNTOMHOE TeYyeHue.

CHuxeHue ypoBHe IgA < 0,07 r/n y peten ctapwe 4-x net npw
HOPMaribHOM YPOBHSAX APYrMX UMMYHOTNOOYNIMHOB, XOTA Y YacTu

B IR B STBPrARL I M SN, BRI R

aTO ﬂﬁ‘lgCKM M peaKkuusam, SQHTepPUTbI

PeunpguBupyrowime 6poHxonerovyHbie MHpeKunmn, SHTepUThl,
CKITOHHOCTb K ayTOMMMYHHbIM 3aboneBaHussM CTOMKOe CHUXeHue
IgG <3 r/n nigM, <0,2 r/n npu HopmanbHOM ypoBHe IgA



KonnyecTBeHHBIE M KaUECTBEHHBIE A€(EKThI (ParoluToOB

3aboneBaHue Tun HacnepoBaHuA KnnHunyeckne o0cCobOeHHOCTMU

CuHpgpowm LlIBaxmaHa  AyTOCOMHO- XpoHunyeckoe pacCTpoUCTBO NULLEBapeHUs
peueccuBHbLIN co cTeaTopeen (He[OCTaTOYHOCTb
3K30KPUHHOMN PYHKLUM NOAXKENya04YHOMN
Xene3bl); Manblie npubaBKu B macce Tena;
NOBTOPHbIE BOCNanuTtenbHble 3aboneBaHus
JNerkux; yIeMKoneHnsi ¢ HeMTponeHmem;
TpoMbouuTONeHUs1; aHemMus

Linknuyeckasn AyTOCOMHO- CKIOHHOCTb K THOMHbIM Mpoueccam, Yaiye

HeuTponeHus AOMMWHAHTHbLIN cTachMNoOKOKKOBOM Npupoabl (nopaxarTcs
KOXa, nerkue, CrinaucTbie 0060N04KK
nuweBapuTeNIbHOro TpakTa)

Bone3Hb (cMHapom) AyTOCOMHO- PeunguBunpyrowme 6akrepuanbHble
KocTtmaHa peueccuBHbLIN MH(EKLUUN KOXU, NEerknx, oCTEOMUENNT,
cencuc




B03MOXHBIEC TEHETHYECKHUE A€ (PEKTHI

Xql3.1 7Y-uenn penenrtopa HHTEPJAeHKUHOB T X-cuenjieHHast

. TKUH

11g22. nporeMHKuHa3a Bi, Ti ATakcus-

TEJICAHTHOIKTA3HSA

20q13.11 aJleHO3UHAe3aMuHa3a T-1 Hepuuur AJIA

op13 ao-uenb UJI-7R T-11, B-n TKHUH

Xq26,27 bpyroHoBckasi Tupo3uHKuHa3a B-i1  X-cuemsieHHast
araMMarnjio0yJJuHeMUs

Xq24-26 WAS T- u B-kierku Cunapom Buckorra-Oaagpuya

14q13.1 [TH® T-n1 HegocTtarouHOCTh MypUHHYKIICO3U/I- (Pochopriiazbl



B-ki1eTouHbie Ae(pMIUTHI Y AeTen

3aboneBaHue Uidr KnnHuyeckne ocobeHHOCTHU
HacneagoBaHUA
Obwan BapnabenbHas | PasnnuHbin BocnanumenbHbie 3abosieeaHusi
IMMYHHas SIS JKeryO04YHO-KUWEeYHO20 TpakTa,
HEAOCTATOUHOCTE peueccusubju, 4 Manbabcopbuus, meranobnacruyeckas aHemus
(OBUH) CUenfeHHbIN U ’ ’

HEeN3BECTHbIN)

aymouUMMYHHbIe 3aboneBaHus, BbICOKa YacToTa
NUM@OPETUKYNAPHBLIX U XXenyAo4YHO-KULLIEYHbIX

3/10Ka4eCMmeeHHbIX OrnyxoJsielu Kputepum
AnarHosa: ypoBeHb IgG n IgM unu IgA< 2SD ort
BO3PacTHOM HOPMbI, OTCYTCTBUE

UmmyHoaednumnT ¢
runepnpoaykuuen IgM,
[e])

PasnuyHbIn
(ayTocomHo-
peuecCcUBHbIN —
myTauusa B AlD-
reH, cuenneHHbIn
¢ X-xpomocomomu
— Xq 26,27 nnun
He

oremMarrnioTUHUHOB U/UNY NNOXOWU OTBET Ha )
23 pe me4vyeHue bakTepuanbHbIX UHGEKLUN,

peunanBupyoLmMe NMXopafoYHble COCTOSHUSA,
namoénunos, cMHAPOM Mmanbabcopbuun,
adymoUMMYHHbI€ uutoneHnun

Kputepun gpnarHosa: ypoBeHb IgG < 2SD ot
BO3pacTHOU HopMmbl n IgM>2 SD oT Bo3pacTHOM
HOPMbI

Oedunumnt
TpaHCcKoOanamuHa

IRRINETe
ﬂ LLeCCUBHbIN

PeunauBupyrowime nHdekuum, atpodms BOpCuH
KUWwe4vHUKa, manbabcopobuus, meranobnacrnyeckas

aHemus, NMaHUyumMorieHus

X-cuenneHHas
rmnorammarnooynuHe

Musi ¢ aechnumnTom
CTrC

CuenneHue c X-
XpOMOCOMOM

PeunguBupyrowime rHomHble MHEKUUMU, 3adep)m(a
pocma

A= LI !




T-xneroynble 1 kKoMOMHUpPOBaHHbBIE T- 1 B- KjleTOUHBIE

UMMYHOAE(PUIIATHI
3aboneBaHue Tvn KnuHunyeckme ocobeHHOCTHU
HacrnegoBaHUsA
TskenbIn AyToCOMHO- | Taycenvie Gakmepuanbhble u ZpudKo6ble 3aGonesanms,
2 eLiecc
KOMOGMHMPOBaHHBINA | PEHECCUBHEM | nopp 0 3afepxka pa3BuTusi, IK3€Ma, MoryT oTCyTCTBOBaTh
MMMyHoAaeULNT TMMYC,
retreporeHHas numdoy3nbl, MUHAANMWHbI
rpynnas TKUJ Z ﬂumcpouumoneHun, obycrnoBneHHas oTcyTcTBuem T-
NMMcOLMTOB NPUXUBEHME TPAHCNIIALEHTAPHO-NPUOBPETEHHbIX
Oeduunt AyTOCOMHO- Hé‘ﬁﬁ%ﬂ%%'fo"&"mu]%”‘ﬁ& l;l(-ll:l?ll%lsllzlble B T.Y. BUPYCHbIe, 3a6oneBaHus,
nypuH thoc | PEUECCUBHLIN | oyemus (MeranoGnactuueckas, &YMOUMMYHHas
cdopun reMonMTM4Yeckasa unu runonnacTuyeckasl), HeBpornorunyeckue

CMMNTOMbI B BUae Cyaopor, cnacTM4ecKkom TeTpanserum, atakcum,
numdonponudcgepaTtuBHble CUHAPOMbI (NMMMEOMBI)

Cungpom [iu- e e /'unonapamupeou@umvl (TeTaHuA - rMNnokanbuuemMums),
[xopmKu n. B yactun

PA konuuyectso CD3-knetok meHee 500 B Mkn, aucmopdus nuua,
(runonnasus crytaes

’ necext 8pOdHCOCHHblEe NOPOKU cepoya, Kamapaxkma,

BUJTO4YKOBOU neneuun peunanBupylolmne MHPEKLUNN Nerkmx U KMILeYHMKa, NCUXmyeckme
xenes3bl) 22g11.2 OTKNIOHEeHUS (Y HEKOTOPbIX 60NbHbIX)
XpoHuyeckuu AyTocomHo- _ | XpoHuuecknit KaHOUOO3 c nopaxeHWeM KOXM, HOFTel,
CIMN3NCTO-KOXHbIN PEUECCUBHLIN | gonocucTOl YacTU ronoBbl, CAIM3UCTLIX 0GONOYeK;
KaHAWAo03 peunanBupylolme BUPYCHbIe U 6aKkTepuanbHble MHgeKumu;

adymouMMYyHHbIe 3H60KpUHHble 3aboneBaHus
(HepocTaTOYHOCTL HAAMNOYEYHUKOB, OKONMOLUTOBUAHBLIX U
LM TOBUAOHOM Xene3)




BropuiHblie nMmyHoaeULUNTHbIE
COCTOSIHUSA

B crangaprax IMarHoCTUku W jieueHusa «mmyHoorus u
anneproyorus» (CtUA, 2001) koncTatupyercs, 4to 00JbHBIX ¢ BT /]
110 BBISIBIIIEMBIM Ac(PEKTaM MMMYHHOIO CTaTyca Ja0opaTOPHLIMU

VCCJIEIOBAHUSMUA MOXKHO Pa3EeIUTh HA 3 I'PVYIIIIBI:

1-s1 - OOJIBHBIE, UMEIOIINE KAUHUYECKUE NPUSHAKU HADYULIEeHUS
UMMYHUMEMA 8 COUeMaHUull C 8bls181EHHBIMU UBMEHEHUAMU 8
napamempax UMMYHHO20 Cmamyca,

2-51 - 00JIbHBIC, UMEIOIIUE MOIbKO KIUHUYECKUe TPU3HAKU KMMYHHON
HEI0CTAaTOYHOCTU O€3 BBISIBICHHBIX N3MECHECHUHN B MapaMeTpax
MMMYHHOI'O CTaTyca;

3-51 - nYIa, UMEKOIINE MOAbKO USMEHEHUA 8 Napamempax UMMYHHO20
cmamyca 6e3 KIUHUYeCKUX NPU3HAKO8 NMMYHHON
HEAO0CTATOYHOCTH. IIOHATHO, 4TO 3Ty IPyHITy AETEU MEIUKAMEHTO3HO
JICUUTH HE CIEAYET, MO0 MBI JIEUMM OOJIbHOI0, a HE JIJAOOpaTOpHbIE
TIOKAQ3aTEIIM.



CuHgpom Buckotta-Ongpuua (WAS)

YactoTa: 1Ha 100 000 HOBOPOXOEHHbIX.

Anbdppen BuckortT (A. Wiskott) B 1937 rogy onucan 60nesHb,
XapaKkTepusyLLycs Tpnagom CMMANTOMOB: reMmopparm4eckmnm
TPOMOOLIMTONEHNYECKUA CUHAOPOM, SK3EMA N YacTble TSXKErNble NMHMEKLUUN,
y Tpex bpaTbeB, HO HM Y oaHOM K3 cectep. Pobept Ongpuu (R. Aldrich) B
1954 1. ycTaHOBUI PELIECCUYHBIN, CLUEMNEHHbIN C X-XPOMOCOMOW TUM
HacriegoBaHuA.

lMaToreHes. [eH, onpegensaowmn bonesHb, pacnonoxeH Ha Xp11.22 n
COCTOUT N3 12 9K30HOB, kKoamnpyeT 6enok n3 502 aMMHOKUCIIOT C
MosiekynapHbelM Becom 54 k[l — WASP, aknpeccupyoLwmmncsa Ha Bcex
reMonoaTUYECKUX KITETKAX U PErynupyoLLnmn nosimMepusaunto akTmHa u
pemoaennpoBaHne LMTOCKeNneToHa, kKotopas Heobxoauma asns
YCTaHOBJIEHUS CUHANcoB Mexay T-numdoumtamm n
aHTUrEHNPE3EHTYIOLLUMMN KNETKAMMN, aaresmm n nepemerteHmn B-
nnmdouunToB, MakpodaroB, AEHTPUTUYECKNX KNneTok. OnncaHo 6onee 160
MyTaunmn WAS-reHa, onpegensitolnx 0Co6eHHOCTU KITMHNYECKOTO
TeyeHus bonesHu. Npu nonHom otcytcTBum WASP (anHykneotungHas
myTauma B WAS-ak3oHe 1) Hanbonee Tsxkenoe tedeHne WAS. Y geBodek



KojimuecTBeHHbIEC U Ka4€CTBEHHBIC AE(EKThI
(parouTOB

3aboneBaHue

Tun HacnepoBaHUsA

KnuHuyeckue ocobOeHHOCTMU

XpoHunueckas
rpa”yJjieMaro3Has 00Jie3Hb

(cenTuyecknun
rpaHynemaro3s) leouumur

JedexT cunTe3a
nuTOXpoma p558, ren
Ha X-XxpomocomMme.
CymmapHas yactora
TeHHBIX MyTAaUMi

Peunzumnpymmne THOMHBbIE MpouecCChI B JIETKUX, KOXKE,
KOCTHX; 3K3€Ma, rermaToCijaceHoMerajimns,

MHOMNCECMBEHHbLE CPAH)JIEMbL B pa3HbIX OpraHax.
JAnarno3 ocHoBaH Ha orpuunarebsHoM NBT-Tecre.

umToxpoma b558 1:2000

OednumnTt gpyrux 6enkos AyTOCOMHO- PeunauBupyomue rHoifHbIe MPOLECChl, 00pa3oBaHue MHOKECTBA

uMTONMa3Mbl HEUTPOMUIIOB | perecCHBHBII rpanyJieM B Pa3IMYHbIX OPraHax; CIVIEHO- H FenaToMeraJius;

NepCUCTHPYIOLINE JHAPEH

HMepunur AYTOCOMHO- JNaureasusie KAHOUOO3HBLE undexuun

MU eJIOTIEPOKCHIA3BI PELE T

Cunpom Yennaxa-Xuracu | AyTocomHo- 5 MukpoGHo-BocnaauTelbHbIe 3a60seBanus; CENMUYECKUEe
peleccMBHbII

(ren kapTupoBaH Ha 1-
0ii Xxpomocome)

COCMOAHUA, aJlb6uHu3Jl/l,'

cenamocnjieHomezaiusd, naHuumonerHusl;
CEHCOpHAsA U MOTOPHAs HeBpONATHUSHA

HapyweHune aare3amBHbIX
cBOMUCTB ¢harouuToB

Onucano Tpu THNA €
ayTOCOMHO-
penecCuBHBIM THIIOM
HACJIeI0BAHUS

3aMensieHue oTHajeHUs MYNOYHOI0 KAHATHKA; OM(AJIUT;
peuMIUBHpYIOIIMe HH(EKINOHHbIE TIOPAKEHU KOXKH, JIeTKHX U
AP.; MeAJIeHHOe 32:KUBJIeHHE PAH M YacThle NepuaHaJbHble H
KHIIIeYHbIe CBUIIU; NPHU AedeKTe 2-10 THIA — 3a/IeP:KKa
ymMcTBeHHOro pasputusi. CHmkena sxcnpeccnss CD18<5%




NOC dharounToB

bakTepuuuaHOCTh (paroluToB 00YCIOBJICHA!
JIM30COMaJIbHBIMU (PEpMEHTaMHU ,
JTU301LIMMOM,
JTaKTO(EPPHUHOM
KaTUOHHBIMM OCJIKaMH

AHTUOMOTUYECKUMU OelIKaMu —ae(heH3MHAMU.

JIpIXaTeIbHBINA B3PHIB B aKTUBUPOBAHHOM (haroiuTe BEJECT K
00pa30BaHMIO TOKCUYHBIX META00JUTOB KUCIIOPOa.

HenocraTodHOCTh XeMOTAKCHCA, aATC3UH, UIH AC(PEKT
OaKTEepUIIUIHBIX (PAKTOPOB (parolMTOB MPOSBISICTCS
TSOKCIBIMU PELIUAUBUPYIONIMMHU HH(QEKIUSIMU.




[ eHeTMUEeCKrE (PAKTOPBI, ONPEACIIIONINE PE3YIbTaT
IIEPBUYHOIO NMMYHOJIOTHYECKOTO OTBETA

1. KonTpoJuas npoaykuuu u 1udpdepeHIupoBKY UMMYHOKOMITIETEHTHBIX
kiIeToK (uepe3 HLA)

2. Koutpoas cnexkrpa xesanepos (Thl, Th2)
3. KoHTpo/Ib Nepek/IIoYeHusi CHHTEe3a KJ1accoB Ig

4. KonTpous cienuuieckoro MMMYHHOI0 OTBeTa Ha AaHHbIN Al' B
MomeHT npe3enranun (HLA-2 kJ1.)

S. KOHTPOJIb NPOAYKIMH MOJIEKYJ aATre3UU

6. KOHTPOJIb peaKTUBHOCTH TKAHU (OPOHXOB, KOMXKH)

7. KoHTpoib MeCTHOU NpoaAYKI MU HelponenTuaos (Tuna Bemecrsa P, BUII
U IPYIr'UX)

8. KOHTpOJIb 3KCIIpeccHH pPelenTopoB KJIETOK (AAPEeHO- XOJIMHO-, ONTMATHBIX
HUTOKHHOBBIX, FCR)

9. KOHTpO/Ib NPOAYKIUH OMOJIOTHYECKHA AKTUBHbBIX BEHIECTB KJIETKAMH
(mostumMoppHOAAEPHBIMY HEUTPOPUIAMHU, I03UHOPUIAMHU, TPOMOOLIMTAMH,
MOHOUUTAMHU/ Makpodaramm)




CoBpeMeHHas naTonorns YenoBeka XxapakTepusyeTcs
Hann4yMem aBYX B3aMMOCBSI3aHHbIX
B3aMMOO0OYCIOBNEHHbIX MPOLIECCOB

* POCTOM XpOHUYECKUX MHAEKLIMOHHbIX
3aborieBaHum, Bbl3biBAEMbIX YCITOBHO-
naToOreHHbIMU NN ONMOPTYHUCTUYECKUMMU
BO30yAUTENAMMU

o CHWXeHnem I/IMMyHOJ'IOFI/ILIeCKOIZ PEaAKTNBHOCTH
HaceneHus, Habntogaemoe NPaKTN4ECKN BO
BCEX PaA3BUTBIX CTPaAHAX

P.M. XauTos, b.B. lNuHernH (2006



OueHka MMMYHHOW CUCTEMbI 300POBOro pebeHka
(NMpuHUMNUarnbHble MNONOXeHUS)

Pa3Bntne MUMMyHHON CUCTEMbI — HEJNTMHEWHBIW NpOLIECC.

IMeloTcsa «Kputnyeckme nepuoabi»

[1pouecc co3peBaHna B OCHOBHOM 3akaH4YMBaeTcs B 5- 7 neT

[0BOPUTL O ghu3uoioau4ecKkou UMMyHOs102u4ecKou
Hedocmamo4yHocmu 300poBoro pedeHka Henb3sa!!l  [na kaxaooro
aTana pasBuTUs 300poBoro pedeHka yHKUNN MMMYHHOW CUCTEMDBI
COBEPLUEHHbI N AOCTATO4HBbI.




racnpegerneHue no popmMmam cny4vyaes nepBU4YHON MMMYHHOU
HeAoCTaTOYHOCTU, 3aHeCceHHbIX B Peructp UHcTutyTa UMMmyHORnorum



JlucraMmmarinoOyanHeMus

MoHouunTt — OncoHm3auus,
darounTos,
aHTUTENO-
onocpenoBaHHan

KNneTo4YHad

bakTepus

OTcyTcTBME + MOBbI-
LeHHas NoaBep>KeH-
HOCTb DakTepuranbHbIM
NHMeKUMNAM

Fcy-peuenTtop
lgG1 + 1gG3

LNTOTOKCNHYHOCTb

S. pneumoniae,

H. influenzae, Ha 2-M rofy >Xu3Hu;
N. meningitidis

Obpa3syeTtcs

aHTUTena NpoTMB
DakTepmanbHbIx
nonmMcaxapuaos,
TENXOeBOU KNCNOTbI

OTtcyTCcTBME - MNOBbI-
LeHHas NoABep>KeH -
HOCTb DakTepuanbHbIM
NHPEeKLMAM

He aktusBupyer
KOMMieMeHT

Ag \T/|<~-—§%»Icnq

Kackag ©OMacHo B ciydae

KOMAnemeHnTa OTCYTCTBUA APYIrmx
lgG4 noaknaccos IgG

lgG3

Bpewms
nonypacnaga (t; )
lgG1 = 23 gHA

—_—>
t12 ~ 12 AHen

OnacHo nNpu OTCyTCTBUMA
1gG1 u3-3a manoro
3Ha4eHus ty , Ans 1IgG3

1. CenekTMBHbIV OedUUNT N CBOMCTBA Noakiaccos IgG

m
MyTaunm reHa

> CD40L

Xq26

\
2. CHAPOM runepumMmyHornobynmHa M
B. Ancrammarno6ynmnHemums

IgM vnun IgDb

[NepeknoyeHune
Kracca

’< lgG vnn IgA
| g N /<¥




WJIC

KOMOWHHPOBAHHBIN

Heduuut

I'eHeTnuyeckuii 1edexr NMmyHoJ0rn4ecKkui

nedexr

1 JIn JIxopmxu

2. arakcus (JIym bap) ¢
TEJIICaHTUAIKTA3UEN

( k 6-1 ronam)

Ombpuonarust neexr 22 T- gedunut

Xp
JedekT Tumyca u
MapalIuTOBUIHON

KCJIC3bI

Pa3peiBel xp 7 1 14 —
nedexrt rena
penapanuu JHK,
ne@ektTCR u reHoB
TSK Leneu Ig

¢ rumno Ca++
(Ju1o,
TUIIEPTEIIOPU3M,
,CYJIOPOTH)

Cynpeccus T-
MMMYHUTETA,
nepurut [gAG2
,G4)




