[MTEPBYHDBIE
MMMYHOLOEDPULINTHI.

ATUNONOrNg, naToreHes,
KIMMHNYECKNE NPOABIIEHUSI.
YMHLUWMNbI ANArHOCTUKMN.

Jlekuna Ne8




AmMmyHOnamoJsio2us - sto
HapyLleHne YHKLUNOHUPOBAHUA
MMMYHHOW CUCTEMbI, XapaKkTepuaytoLleecq
HeJoCTaTOYHbIM U N30bITOYHbIM
pearmpoBaHMEM Ha 3HO0- U 3K30aHTUTEHDI.



KNACCUDOUKALNA BONE3HEW
MMMYHHOW CUCTEMbI

1. bone3Hun, Bbi3aBaHHble HEAOCTAaTOYHOCTbLIO
MMMYHHOU CUCTEMDbI - VIMMyHO.EI,erVILWITbIZ
NnepBnYHblE, BTOPNYHDbIE.

2. Bone3Hu, 06ycnoBneHHbIe N30bITOYHbIM
pearupoBaHueM UMMYHHOW CUCTEMbI:
ayTOMMMYHHbIe, annepruyeckue.

3. UIHheKuMn UMMYHHON CUCTEMBI C
HenocpeacTBeHHON Nnokanusauuen Bupyca B
numdoumntax: BUY-nndpekumna, BOb n ap.

4. Onyxonn MMMyHHOMW CUCTEMbI:
nuMmdporpaHynemaTos, IMM{POMbI, OCTpbIE U
XPOHUYECKME Nenkosbl, TInmgocapkoma.

5. bonesHu MUMMYHHbIX KOMMNJIEKCOB



YTO XXe Takoe umMmmyHoO4ePbULUT UNn
MUMMYHHasA He4OCTAaTOYHOCTbL?

CocrosiHue, NPY KOTOPOM MMMYHHAsl CHCTEMA
HEeCNMOCOOHA BBINOJHATH CBOM HOPMAJIbHBbIE
(GpyHKOMH, a HMMEHHO — JI(PPEeKTUBHO
YIITUMUHUPOBATH YYKEPOAHBbIC Ar€HTHI, TAKHE
Kak 0AKTepUuH, BUPYCHI M TPUOBI

OunarHo3 wvmmyHopedumuuTta
nogpasymMmeBaeT  MUCKIKOYeHue UHbIX

NMPUYNH, CMOCOOCTBYHOLUX Pa3BUTUIO
nddohaviivodHuarne mnoallacea



NMMmyHOae(PUIIUTHI -ITIATOJIOTMYECKUE COCTOSHMS,
COIIPOBOXKAAKOIIMECS Ae(EKTOM OJHOTO MU 00JIee 3BEHbEB
MMMYHHOH CHCTEMBI, IIPOSBIISIIOIINECS B HOBBIIICHHOM
BOCIIPUMMYMBOCTH K 3a00JICBaHUSIM

UmmyHoaedununtei(UOC)

dunsnonoruyeckme NepBUYHbIE
nac nac \v]

HOBOPOXXOEHHOCTb

POXKAEHHOC HapYLIEHUA UMMYHHbIX
MeXaHU3MOB CBfi3aHbl C
reHeTMYecKUMM gedeKkTamu BTopuuHbie UOC

bepeMeEHHOCTb
CTapoCTb




®U3NONOMMYECKUE UMMYHOOE®ULINTHI
. 2 . 4

BepeMeHHbIX- XxapakTtepusyeTtcs: il HOBOPOXAEHHbIX —

= | pyHKUMm T- 1 B-n, HanpaBneHHon [i| xapaKkTepUu3yeTcs: HEMNOMHOLEHHOCTbIO
Ha nogasfieHne MMMYHHOro oTBeTa KNeTO4YHOro 1 rymopasibHoOro 3BeHbLEB,
NPOTUB annaHTUreHoB nroaa. dparounTapHOM akTUBHOCTU ,CHUXXEHNEM

= QaroumTapHasd akTUBHOCTb 1 UNu |; || rymopanbHbiX akTopoB Pe3UCTEHTHOCTH:

= YpoBeHb akTuBHOCTU LD pes3ko 111 * | pyHKUMOHANbHOM aKTUBHOCTU T- 1 B-

(BNUsHMe ropmoHarnbHoro poHa); n npu nx 60MbLLIOM KONUYEeCTBE,
= B OonbLMHCTBE Cryyaes - 1 « | cogepxaHuna Th n Tk;

aKTMBHOCTb KOMMJieMeHTa (CBA3aHO « |11 1gG, IgA, |IgM

C BINMUAHUEM MJlaueHTapHbIX « | ®AT- HI, | oncoHnsaumu,

cTepouaoB Ha cuHTes C * || ypoBeHb C (komnnemera) —

renaTtouutamMm) nosbiwaeTrca 4o N k 3 — 6 mec.

CHMXXEHNUEM aKTUBHOCTU r'yMoparibHOro 1 KIieTO4HOro MMMYHUTETA,

e | ypoBHA HOpManbHbIX AT B KpOBWU;

e | cnocobHocTb K cnHTesy AT ( HM3koaBuaHble AT — IgM);

- BblpaboTka AT knacca IgG v IgA 3HauUNTENBHO YMEHbLLEHA.

* | cuHTe3 IgE — BCBA3M C YeM cMsArvyaeTcs nNposiBfieHNe aToNUYECKUX peakuun.

» | obuwee KoNMYecTso NMM@oLNTOB KpoBKn, T- 1 B-n n nx pyHKuMoHanbHasa
aKTUBHOCTb;

* | paroymtapHom aktusHoctn HI' n MP;

—— | aRTMBHOCTE KOMMITemMeHrTa (€), Tm3ognva:;



Knaccudumkauma mmmyHogedpmumToB

YPOBEHb JIOKAJIU3SALUNU
OEDEKTA

3AUMHTEPECOBAHHOE 3BEHO
UMMYHHOWU CUCTEMBbI

1. MNepBUYHbIE (FeHETUYECKMU
AeTepMUHNPOBaHHLbIE)

2. BropnyHble (BcneacreBme Kakux-
nmoo 3aboneBaHuUmn)

3. NMNepBUYHbIE UMMYHOAE(PUNUNTDI,
BbISIBfIeHHbIe Y B3POCIbIX

1. HepgocTtaTtouyHOCTb rymMopanbLHOro
UMMYHMTETA

2. HepoctaTouHOCTb KNEeTOYHOro
UMMYHMTETA

3. KombuHupoBaHHas
Hea4oCTaTOYHOCTb N'YMOpPanbHOro u
KFIeTOYHOro MMMYHMTETa

4. HepocTtaTouyHOCTb (haroumToB

5. HegocTtaToYHOCTbL KOMMNNeMeHTa




YTO Nnexxmt B ocHoBe MMMyHoaeduumuTa

[MlepBUYHbIE BTopU4HbIe
(reHeTn4ecKku (BCNneacTBue Kakmx-nmoo
OEeTEPMUHNPOBAHHLIE) | 3aboneBaHuin)
[0 HapyweHne akTUBHOCTMU UNKU [0 3nokayecTBeHHbIle

OoTCyTCTBUE (PepMeHTOB HOBOOOpa3oBaHuA
0 OTtcyTcTBMe nonynsuuu 0 WHdekunn

MMMYHHbIX KINeTOK

0 HapyweHusa nutaHus
[0 OcnabneHue (pyHKLUMOHANbLHON
aKTUBHOCTU MMMYHHbIX KINeTOK 0 MNeyeHne MMyHOAENPECCAHTAMM

BpoxneHHble/npuobpeTeHHble | Beerna npUOGPETEHHBLIE




YTOo cTpapaeT npu nmmyHogeduumtTax

Bua
UMMYHUTETA

Knetkun

PyHKLUA

N'ymopanbHbIn

B-nMM(pouMTbl

[Mpoaykumnsa nmmyHornodynuHoB — AT, KoTopble
obecne4vnBaloT aHTUBaKTEpPManbHbIM U MPOTUBOBUPYCHbIN
NWMMYHUTET.

YyacTtue B BOCnasieHuu.

KnetouyHbIn

T-nMMq)ou,MTbl

MpoayKuns LMTOTOKUHOB.

ObGecneyeHne NpoTUBOBUPYCHOIO, NPOTUBOOMYXONEBOrO
NMMYHUTETA, OTTOPXKEHWE TpaHcnnaHTaTa.

NK -xnetku Y4yacTtue B BocnaneHuu.

(EKK) PaspyLieHne nHpuunpoBaHHbLIX BUpycamum m
BHYTPUKITETOUYHBIMU BaKTEPUAMM KINETOK, KNETOK
Onyxoren KoTopble NULLIEHbI HOPMarbHbIX aHTUTE€HHbIX
MapKepoB.

Makpocparu PacnosHatloT naToreH 1 npeacTaBnsoT ero NMMQonaHbIM
knetkam. ParounTUpyoT BHEKNETOYHbIE BaKkTepun.

Hentpodomnel, | daroumtupytot 6aktepum n BUpPYCHI.

303MHOMUNLL, | MnoTHBONAPA3UTAPHBI MMMYHUTET.

KoMnnumeHT-

rymoparnbHbIN
c¢dakTop

YyacTtue B BocnaneHuu, nu3nce KNeTok 1 bakTepui.




YacToTta nepBUYHbIX MMMYHOA4e(hULNTOB

HapyweHuss uMMyHUTETa Y oeteu Y B3pocCnbIx
HepnoctaTo4HOCTL ryMopanbHOro 53-84% 90-95%
UMMYHMTETA

HepoctaTO4YHOCTbL KINEeTOYHOro ?
UMMYHMTETA

KoMOMHMpoBaHHaA HepocTaTtouyHoCTb | 7-44% ?
rymopasibHOro u KfieTo4Horo

UMMYHMTETA

HepoctaTtoyHocTb ¢haroumntoB 3-28% 1% (?)
HepoctatoyHOCTb KOMMMEeMeHTa 2-21% 1% (?)




Knaccudukauma nepBunyHbix UOC no mexaHn3amam
(reHeT4yeckomy aedeKkTy) (1974, P.B.Metpos , t0.M.JlonyxuH )

E”OK 1 - OTcyTCTByI'OT CTBO”OBble C'l’B().’l()B'dSI reMornoOaITHYECCKAS KJIEeTRKA
KNEeTKN.
BJ10OK 2 - nonHoe BbIKNO4YEeHne

KNETOYHOro UMMYHUTETA.
BJIOK 3 - “monunT” rymopanbHbIn loayernoonas w'

FEMOITOD THYCCKAS KIIETKA

NUMMYHUTET. Z‘O @ <3
BJ1IOK 4 - cHMXeHo uncno B-nu Tumyc B R
[1K, cuHTesnpyoLwmx Ig G. | o s bt

BJIOK 5 - ymeHbLleHo Yncno B-nu | [Hecmuarawmdisepuo]
I_IK’ CUHTE3n py|.OL|_|||/|X |g A O Kposb n nepucepnueckne

Y
Opraibl HMMVHOIr€He3a

B”OK 6 - HapyLIJeH bl npOL'.eCCbl T-kaeTkn T-xeanep B-kaerkn
co3peBaHusa 1 murpauum T-n n3 | i Q____________:________“_f__‘_i_'_‘f'f;“ = @
TUMYCa B KPOBb U (e 3 -
nepudepunyeckue ' | @
NMMAOoKnAHbIE OpraHbi. - O@Q PR 3\7\;&

I dexropubie Q @

s AHTHTE A
[-KaeTkn

JIETOMHBII I'ymopaabubiii
HMMYHHTET HMMYHHTET




Rnaccugunkaumsa nepBUYHbIX
MMM Ho#gg)m.;mos

I.lebnunt ryMmopajJbHOr0 UM UTEe 0% o6mero uncaa IMMAJ;
1. OOmas BapuabenbHas runorammariioOyaunemus (| | ypoBusa Ig A, M, G);

2. aramMMa uiy rurnmoraMmmariooynuaemus bpyrouna ( X-cruemieHHas): oTrcyTcTeue B-i;

3. Tpan3utopHasi runIoraMMariioOyIMHEMUs y IeTel — HU3Kue ypoBHU Ig;

4. lucramMmmarioOynuHemMusi — u3ouparenbubliid qepunut Ig;

II. JlepuuuT KJIETOYHOIO0 UMMYHUTETA — oT 5 710 10% o6uiero uncaa MA:
1. XpoHUYeCcKHuil cJM3MCTO-KOKHBIN Kanan103 — HeT oTtBera T-1 Ha Al'- Candida albicans;

2. Cunppom i Jlzkopasku (TUIIO-, anyiasus TUMYCa) — HapyNIEHUE Pa3BUTHSA TUMYCA, IMUTOBUHOM U
NapamyTOBUAHOU KeJe3 B SMOPHUOHATILHOM IIEPUO/E;

I11. Komounupoanusbie T- u B-umvyHoneuum sl — or 10 10 25% odmero IMUJI;

1. Tsoxensrit komOmHUpOoBaHABIN UMMYHOAEPuIUT-TKU /I: (X-crienneHnsiid 1100 ayTOCOMHO-PEIIeCCUBHBIN) —
CHUXKeHUE yncia - u B- kietok, rurmorammarioOyTnHEeMus;

2. Cunapom Jlym -bap — | T- u B-n, Ig A, E, G, runonnasust Tumyca, CEJIe3eHKH, MUHIAJINH, JIY;

3. Cunapom Huiimerena (runoramMmmanioOynuaemus, Aeunut cuaTesa cnerupuueckux AT, 1 [gM)
4. Cungpom Buckorra - Osigpuyua — HapyuieHue BbipaboTku Ig M Kk kancynupoBaHHBIM OaKTEPUSIM ;
5. UMmyHOAE(DULIUT C KApIUKOBOCTHIO;

6. UmyHOeUIUT ¢ OBBITIIEHHBIM YypoBHEM Ig M — otcytctBue CD40 nuranaa Ha T-xenmepax

IV. Jledunur cucremMbl (harommToB — ot 10 o 12% obmero yncaa MU

1. XpoHuyeckuii rpanysieMaro3 — HapylieHue nepesapuBatomieit pynkunuu HI';

2. lepuuut sxcrnpeccuu MOJIEKYIT aJire3ul — HapylIeHHe aJre3und U XeMoTaKkcuca (parouTos;

3. Cunapom Jl:xo0a (runnepummyHorooynuaemus E) — | nponyknuu y-M®H, xemortakcuca HI, || Ig E;

4. Cunapom Yennaka —CreiinOpunka- Xuracu — norepsa HI' cnocodHOCTH BBICBOOOXKIATh JTU30COMAaIbHbIE
(bepMEeHTHI.

V. Jlehuuur cucreMbl KOMIJIEMEHTA:

1. Bpox1eHHBII aHTHOHEBPOTUYECKUN OTEK.




MOP®OJIOTMYECKUE NBMEHEHUA B NINM®OY3JIAX INPU

BPOXAOEHHbIX CUHOPOMAX UMMYHOOE®ULIUTA

A. Hopmasuii mamdoyaes & ¥ B. Dunomsaaus tiamyca

 Kopruxaasinii doxmkya,
B-kaerku
[TapakopTiansian soma,
T-ketin

Oreyremyer T-aoua

Peasruprnit oy,
B-knerin

ey L

Moarosnie cHuyCh,
i) FHCTHOLLHT
i MAKOTHBIE THKH, 1AAIMOINTY!

Modropole CHIVCBE, THCTHO-
ILHTBE, TLIASMOLTH

b. Taxenti komOGunuposas- . ¢ I'. Bpoxaennas arammario-
Hbiii nMMynogeduimT Oy e Mis

Oreyreryer B-3ona

Orcyrersyior T- u B-sonl [lapakopTikambirag so1a,

T-KneTKM

Moarosnie cHHYCLI,
HCTHOILHTHI
[ rasmormron ner

Moarouie CHHVCBI, THCTHO-
[0 T
Hrasmommror ner




KnnHunyeckue npoABJieHUA
NMNepPBUNYHDbIX VIMMyHOﬂerVILWITOB.

e CuHOpOM cenmuuemuu,
cenmukonuemuu. THOWHbIE NOPAKEHUS
KOXXW, MEHUHINTbI, apTPUTbI, OCTEOMMUESUT.

* CuHOpoM peyudusupyrowjux omumos,
6poHxumoes, NHe8eMOHUU, UHgeKyul,
MoyYyesbieodssu,ux nymedu.

 JKenydo4yHo-Kuwe4YHbIU CUHOPOM.
XPOHUYECKUN ANCOAKTEPNO3, SHTEPMUT,
KONUT, HapyLLEHNSA BCacbIBaHUS
(Manbabcopbuus).

e Ko)xHo-eucuepasibHbIU CUHOPOM.
[eHepann3oBaHHbIN KaHOMO03.



MPEOBAPUTENBbHBLIV JMATHO3 BPOXOEHHbIX

MMMYHOLEPNLUNTOB

AHAMHES3:

HEesICHbIE Cly4Yan CMEPTU HOBOPOXAEHHbIX U rPYAHbIX AETEN B 3TON CEMbE;
Hann4yne KPOBHOPOACTBEHHbLIX OPaKOB;
abopThbl;

Hanu4ymne B ceMbe psiga 3abonesaHuun: anneprus, konnareHossbl (CKB,PA),
9HAOOKPUHOMNaTumM (caxapHoi anabet, AgnccoHoBa 6onesHb), 3aboneBaHns
KPOBU (ayTOMMMYHHasi reMonmTuyeckasl aHemMms), 3nokadeCTBEHHbIE
onyxonu (nMmdoma, capkoma, 60nesHb XO4KKNHA).

NPOAOIKUTENBHOCTb, MOBTOPSEMOCTb, TAXKECTb U Nnokanusauus
nepeHeceHHbIX pebeHKOM MHAEKLMIA;

HEeOoObIYHbIE peakunn Ha rnpuBmMBKn XMBbiIMnN BakLmHaMMN.

KJTMHUKA:

HepaBHOMEpPHbIE, HEOOBbACHNUMbIE NOABEMbI TEMNEPATYPbI, CKIOHHOCTb K
TSHKENbIM MHQEKUMAM, NprdeM 3abosieBaHnsa CKOPO NepexoasT B
XpOHU4Yeckue popmbl;

MOJ104HULUAa NoJsioCTn pTa U rMMoTKK, NoOYTU HE nogaarwmnecd Teparnuim,

NaTOrHOMOHWUYHbIE CUMMTOMbI (TENeaHrnakTasbl, aTakcug, rpaHysiemMbl,
rMnonUrmMeHTauuna n T1.n.);

XapakTepHasi Tpuaaa nopaKeHUn: rHOMHbIM OTUT, CUHYCUT, OPOHXNUT
(OpOHXONHEBMOHUS); HEPEOKO Cerncuc.



HACTOPAODKMBAIOLLIMX

= ' y -
HANMMAYMME CEMEMHOTIO AHAMHESA, ©AKTH!
PAHHMWX CMEPTEHW OT THXENBIX
MHDEKUMNMA

NHEBMOMHMSA HE MEHEE 2 PA3
B8 roa

A

OTCTABAHME B POCTE M PAZBMATHM
FPYOHOFO PEBEHKA

NEPCHUCTHUPYIOWMA KAHOMOOS3 KOXM M
CIM3UCTHIX Y PEGEHKA B
TEYEHWE 1 TOOA

HACTHIE OTHUTHI
(8 M BEONEE B TENEHME rona)

m P M 3 H A K OB
MEPBMYHOIO MMMYHOOEDUMLIMTA

ANMMTENGHOE. B TEYEHME 2-X MECALESB
M SONEE NPHYMEHEHMWE AHTMEHMOTHMKOES C
MHHMMANBHBIM 3OCEKTOM

THHENDIE CUHYCHMTHI
(2 ¥ BONEE B TEYEHME rooa)

PEUAOMBMPYROLWME MIYSOXHME
ABCLECCDHI KOXWM N BRYTPEHHMX
oPraHos

HAPYLUWEHMWE NMALLLEBAPEHMA
2 PAHHEM OQETCKOM BO3SPACTE

OCNOXHEHMA
NP BAKUMHALLMM

MEHEE OBYX THXENbIX MHDEKUWWA
B roQ (MEHMHIWMT, OCTEOMMENMT,
IMNHAEMA, CENCHUC)

PEUMOMBHPYROLUME CHMCTEMHLIE MHOEKLIAM
ATHNAYHLBIMM MMKOBAKTEPWAMM
(HANPHAMEP, LUEMHEIA NMMDAIIEHMT)




HacTtopaxuBawwue npusHaku NMAO y
neteu:

1. lMonoxuTtenbHbI

Hble O HacnegcTBeHHOM
aHamMHese Mo .

2. Bocemb unu 6ornee rHoMHbIX OTUTOB B TEYEHME roaa.
3. [1Ba nnu 6onee TsKenbIX CUHYCUTa B TEYEHME roga.
4. [1Be unu bonee NHEBMOHMM B TEYEHME roga.

5. AHTUBaKTepuanbHag Tepanusa, nposoanmMas 6onee 2
MeCﬂLl,eé?I%ae3 3C€&)€K a. P

6. OCnoXHEHUS I'IPI/I npoBeaeHNN BakLUMHa
ocnabrneHHbIMU XXnsbiMn BakunHamu (bLDK,
NOSINOMUENMNT).

7. Haé)gLLleHl/lﬂ nepesapnBaHn4 B nepumno roygHoro
3pacTa, C i 0e3 XPOHNYECKNX NMOHOCOB.

8. Peuuansmpytolime rny6okme abeLecchbl KoXXu U MATKUX
TKaHewn.

9. [1Be nnun 6onee reHepann3oBaHHbIE MHDEKLNN
(MEHWHINT, OCTEOMUENNT, CENTUYECKNN apTPuUT,
aMnmema rnneBpbl, Cencuc).

10. I'Iejﬁ)cmcmpxrou.l,aﬂ KaHOMO03Has MHPEKLNS KOXN K
CIM3UCTBIX y AeTen cTapLue 1 roaa KU3HMu.

11.X£0quec:|<aﬂ eakums TepchnnaHTaT—n OTUB- _
035iMHa (HarlpumMep: HESICHbIE 3pUTEMbI Y AeTel
rpyQHoro Bo3pacTa).

12. Peumnmsmpk;lrou_l,aﬂ cycTeMHas HeKUus, Bbi3aBaHHasA
aTUNNYHbIMU MUKQDaKTEPUAMMU (HE TONBKO
OOHOKpaTHbIE LLIENHbIE NMUM@aaeHUTI).

HacTtopaxuBawuwue npusHakum NMAOy
B3pPOCIbIX:

1. HacTtble rHonHbIEe OTUTHI (HE MeHee 3-4 pa3 B
TeyeHue ogHoro roga).

2. YacTble CMHYCUTBI, NpOTEKaLLme B TAXENoun
opMme.

3. Taxenoe TeyeHune 6£0on-nerqu0|7| naTtonoruu c
YacTbIMU peumamBamMun.

4. |_|OBTO_IprIe rny6okne abcLecchl KoXu unm
BHYTPEHHUX OpraHoB.

5. HeobxoamMmocThk B ANUTENbHOM MHOraa
BHYTPUBEHHOW TEPaANNM aHTUBMOTMKaMM Ans
KyrMpoBaHMs MHeKLMn (00 2 MecaueB U
gonbLue).

€KLUMU, Takne Kak MEHMHIUT, OCTEOMUETNT,

6. neJ)?eCeHHble He MeHee 2 pa3 rny60|<|/|e
H
cericuc.

~

. ATnnp4yHoe Te4eHme remaTonorM4yeckmnx
3aboreBaHnn.

8. ATnnyHoe Te4eHne ayTOMMMYHHbIX 3aboneBaHni.

9. Peumansupyoime CUcCTEMHbIE M%%)GKLLI/II/I,
Bbl3BaHHBIE aTUNNUYHBLIMN MUKODAKTEPUAMMN.

10. PeungmBupyroLine onnopTyHUCTUYECKME
M#@%Kumﬁ%Pnuélumocystig c%rinii nap.)

11. [oBTOpPHbIE Anapen.

12. Hannyne y poacTBEHHUKOB NEPBUYHbIX
NMMYHOAEeDMLINTOB, PaHHUX CMepPTEN OT
TAXKENbIX MHDEKLMIN NN OAHOIOo N3
BblLLlenepevymcneHHbIX CMMNTOMOB.



UmmyHOoaedbULUTBI C NPenMyLLECTBEHHbIM
nopaxeHuem rymoparibHoro 3BeHa

BapuaHThl

ArammarnobynmHemus ¢ otcytcTenem B-numgounTtoB (0onesHb
bpyToHa, geuuunT TSKenbiX Y-uenen n ap.)

[MnorammarnobynmHemMma ¢ HU3KUMM\HOPMaribHbIM Yncnom B-
numdooumToB (00K BapnabenbHbIn UMMYyHO4EMPUUNT, AednNUnT
monekyn CD19 w gp.)

HapymeHme nepeknyYeHnAda CMHTe3a KJiiaCCoB I/IMMyHOFJ'IO6yJ'II/IHOB

CenekTtuBHbIN genuuunt IgA

Oednunt n3oTnnoB Unu nerkux uenen MMmMyHornooynmHoB

Oeduumnt cneundnyecknx aHTuTen ¢ HopmarbHbIM YPOBHEM
NMMYHOTTI00YSTMHOB




deqpuuuTt rymopanbHoro 3seHa MMMYHUTETA.
Aramma (rmnoramma) rnodynnHemms (6onesHb

BbpyToHa)
,Clecpekm UMMYHHOU cucmemabl
OTcyTtcTBUMe 3penbix B-n (MyTaumsi reHa LyTonnasmaTmye

. TUPO3UHKNHA3bI, y4acTBYyHOLLEN B cO3peBaHum B-n)
. Hn3kum ypoBeHb MMMYHOI1I00yfIMHOB
. Tonbko ANst Manb4YMKOB — PELIECCUBHbIN TUIM HACNeaoBaHuUs

X — xpomocomsbi(1 : 1000000), nposaBnaeTcda ¢ 5 — 8 mecsleB
. Jlokanuzanus nedekra B xpomocome: Xq 21.3 — 22(b+k).

KnuHuka:

. PeungmnsupyoLime rHoMHble MHPEKLMM NPUaATOYHbIX Na3yx H
CpenHero yxa, Koxu;

. [THEBMOHUS — 40% annepruveckne peakunm Ha a/0, atommuect i
OepMaTUTbl, 3K3eMa, anneprrieckmini GPOHXUT, DPOHXMATIBHAS "ot o s
acTMa, T.K. CHIKaeTCA Ig E i

. MEeHUHInT.

[Tpu 06wem ocMompe: rmagkue MUHAANUHbLI, Menkue MMMAOoYanbl, HET
aJleKBaTHOro oTBeTa Ha UHAEKLMIO, YMEHbLLIEHA CENne3éHkKa

AMmyHo2pamMma:

. 11| Ig BCex KnaccosB

. OTcyTcTBMeE 3pernbix B-kneTok B nepucgepunyeckon KpoBu
. CoxpaHHas pyHkuusa T-numdoumntoB

JleyeHue: 3amecTuTenbHas Teparing npenaparamu B/B I/IMMyHOFJ'IO6yJ'II/IHOB




OedvunTt rymopanbHOro UMMyHUTETA
Oo6wun BapnadbenbHbIM UMMYHOOe(PULUNT UnNu odbLan
BapuabesnbHas rmnorammarnooynmHemMmus

Hdegekm ummyHHOU cucmemsbi:
* HU3KUE YpoBHU Ig M, A, G,
« pedekTbl aHTUTENOOOPa3oBaHMA N PyHKUMK T-Nn,

* TMOHWXEH YpPOBEHb B-1, unmn B HOpMme.
INTokanunsauma nedpekta B Xxpomocome: 6p21.3.
KnuHnu4eckue npu3Haku

peunanBupytoLLas nMoreHHas UHPEKUNS Nerkmx, 6onesHun xenyaka n KULLOK (C
HapyLLleHneM BcacbiBaHus B12, HenepeHoCMMOCTb NakTo3bl, NAMONMO03),
ayTOMMMYHHbIe 3aboneBaHus.

Hauano 3aboneBaHns oTmevaeTcs Ha 15—35 roay XXunsHu. bonerT 1 My>X4nHbl, 1
>KEHLLMHbI.

UmmMmyHo2pamma:

1. HopmanbHbIN UNU HE3HAYUTENBHO CHUXEHHbIW YpOoBEHL B-11;

2. CHMXXEHHbIN YPOBEHb CbIBOPOTOYHLIX UMMYHOITI00YITMHOB;

3. Pegko — |konun4yecTBa Th n 1 konndvectea L TJ1, 06bI4HO 9TK noka3aTenun B HOPME.
JleyeHue obuwe2o sapuabesibHO20 uMMyHoOeguyuma:

1. CumnToMaTU4YeCcKoe;

2. BHyTpuBEHHOE BBEOEHNE MMMYHOINOBOYNNHA;

3. AHTUDaKTepuanbwHble Npenaparbl;

4. BBegeHMe MMMYHOCTUMYNATOPa Muenonuaa.



Oedonumnt rymopanbHOro 3aseHa MMMyHUTeETA.
JIncrammaryio0yJiuHeMusi MJIM M30upareabHblii nepuuur Ig

[epexm ummynnon cucmemut:

1. CHu:KeHUe YPOBHS OAHOI'0 UJIM ABYX OCHOBHBIX KJj1accosB Ig.

2. HopmaJjibHOe WJIM NMOBBILICHHOE coepxkanue Ig npyrux Kjiaccos.
Knunuueckue npusnaku.

v/ dedpunur Ig A B coueranuu ¢ Ig G, npuBOAUT K Pa3BUTUIO AJUIEPTUUECKUX U Ay TOUMMYHHBIX
3a00J1€BaHM, pEIUANBUPYIOMNX UHPEKIIUNA BEPXHUX JIbIXaTEeIbHBIX MTyTEH,

XPOHUYECKUX 3a00JICBAHUI OPraHoOB IMHUIIEBAPHUTEIIHLHOTO TPAKTA, 3JI0KAY€CTBEHHBIX
OITYXOJIEH.

JucrammarinoOyinmHeMuet MOTyT O0JIETh B3POCIIbIE.

Ilpu nabopamopnom 0o6cnedosanuu blA6AAON:

1. Cnenossie konnuectBa Ig A mpu N win | yposae Ig G;

2. HopManbHbIi UK TOBBIIIEHHBIN ypoBeHb Ig M;

3. HopmansHOE KonmaecTBO B-muM@oruTos;

4. HopmanbHaoe konudecTBO T-muM(OIIMTOB 1 X CyOKIIacCOB;
5. HopmanbHOE kosmmyecTBO NK-KJIETOK.

[IpuuuHa- HapyuieHue nepekatoueHus cuaTesa ¢ Ig G Ha Ig A.

Puc. 3. flesouka, 5 ner. Mep " y ¢ T: CeNeKTHBHbLIN
AedrumT IgA. TunuuHbIe KOXHbIE CMNTOMBI ALl Ha nuue, OTeK ry6

Jleuenue:

1. IlpumeHeHne aHTUOMOTHUKOB C TIPOSIBJICHUSIMU MH(EKITMOHHBIX 3a001€BaHUH.
2. 3aMecTuTeNbHAs Tepanus B/B UMMYHOITIOOYTMHAMH.

3. UIMMyHOTpOMHBIE Mpenaparhkl.



OeduumT rymopanbLHOro 3BeHa MMMYHUTETA.
CUVHOPOM BPO)K,EI,EHHOI?I HEOOCTATOYHOCTMU IgA.

dopmbl naTonorum IgA:

1.06uas HegoOCTaTOYHOCTb IgA cBA3aHa C aHOManuamMm cuHTe3a MoHomMmepa IgA .

B ntore: | cogepxaHne n cbiIBOPOTOYHOIO N CEKPETOPHOrO IgA. HapyLwiaetcs u
MecCTHas, n obLwasa 3awuTa.

2. [ledbekT obpasoBaHUs CEKPETOPHbLIX MOSIEKYN sIgA M3-3a OTCYTCTBUS J-LIENU, YTO

BeJeT K HapyweHUio MeCTHOIro MMMYHUTETA.

KNIMHUWYECKUE CUMTOMBbI SABUCAHAT OT CTENEHWN HEOCTATOYHOCTU

UMMYHOITIOBYIIUMHOB

npeMMmyLLecTBEHHOE NopaXXeHne opraHoB NULLLIEBaApPUTESIbHOro TpakKkTa:
XPOHUYECKUIN racTpuUT rMnepTpodonYeCcKoro Tuna, A3BeHHbIN U reMmopparnvyecknm
KOSNNTbI, adpTO3HbIE U A3BEHHLIE CTOMATUTLI, Lennakmg, manbabcopouus,
MYKOBUCLINAO3; MPU 3TOM BbISIBNAETCH aTpPodus BOPCUHOK KNLLEYHUNKA;

npeumMyLlecTBeHHOe NnopaxeHne opraHoB AbIXaHUA: PUHUTbLI, CUHYCUTbI,
OPOHXNTLI, OLICTPO MPUHUMAIOLLINE XPOHUYECKUI XapaKTep; 3aTsKHbIE
OPOHXONHEBMOHUN C NICXOA0M B OPOHXO3KTa3bl 1 abCLECChI NErkux;

annepruyeckue 3aboneBaHuA: bpoHxnanbHaa actma (Npu codeTaHum | IgA-sigA
nTIgE );

ayTonMMyHHbIle 3aboneBaHus: CKB, PA ayToMMMyHHbIN TUpeonanT n ap.;
KITMHNYECKN He NpPosiBNseTCH.

Jleuenue: IIpu cenexruBHoM nedunute [gA B/B ' nporuBonoka3ansl (HY>KHO IOMHUTH O

BO3MOXKHOCTH Pa3BUTHS aHA(PUIAKTUYECKOTO 11I0Ka, UMMYHOKOMILJIEKCHOM MaTOJIOTHH,
TaK KaK y TaKUX OOJIbHBIX MOTYT IPOYyLIMPOBAaThCA aHTU-IgA-aHTUTENA).



TpausuTopHasi runoraMmMarjio0yJIuHeMus y aeTen
UJIA MEAJICHHbIM MMMYHOJIOTHYECKUU CTAPT

Jeghexm UMMYHHOU cucmemul: HU3KHE YPOBHU BCEX
UMMYHOIJTIOOYJIMHOB.

Knunuueckue npu3HaKu

1. PeuuauBrpyroniue MuoreHHble MHPEKINU MOYKH, JIbIXaTeIbHBIX My TEH.
2. B ceMeliHOM aHaMHE3€ 4acTO IPUCYTCTBYET UMMYHOIE(UIIUT.

3. Hauyano 3a0oneBaHus B IEpHUOJT OT 3 MECSIEB 110 4 JIET.

4. Jlumparnyeckue y3abl 1 MUHIATUHBI HE U3MEHECHBI.

MensieHHBI HIMMYHOJIOTHYECKHH CTapT peOeHKa 00YCIIOBIIEH TEM, YTO

marepuHCku [g(G, moydeHHbIN Yepe3 MIIAEeHTY, K JAHHOMY BO3pacTy

y>Ke TpOoIIesT UK MeTaboIm3Ma, a NpoAaykKius cooctseHHoro I1gG emre

HE HadaJiach. TpaH3UTOPHAs] TMIIOraMMarioOyJIMHEMHSI BCTPEUYACTCS Y

5—8% rpyaHbIX JI€TEeH U Yalle Bcero npoxoaur k 1,5—4 rogam.
Jleuenue:

l.CumnitoMmarnueckas 3aMECTUTENIbHAA TEPANUS BHYTPHUBCHHBIMHU
MMMYHOIJIOOYJIMHAMU.



M'Mnep-Igé-cnuapom — cuHapom [hkooda

MyJ'IbTVICI/ICTeMHOG 3abonesaHue. KnnHunyeckue npodaBIiieHNA 3aBUCAT OT TUMa HacJiedoBaHNA ayTOCOMHO-
OOMMHaHTHOro/ cnopaaun4vecKkoro niim aytoCcomMHo-peLecCnuBHOro.

HedekTbl runep-IgE-cnHapoma 10 KoHua He scHbl. [1peanonaratot : Jedpunumt Tyk-2 (Mpy ayTOCOMHO-
peLeccnBHON hopMe) CRYXXUT NPUYMHON AedeKTOB CUrHarbHOro nyTn untoknHos( NOH tuna I, UJ1-6,
nI1-10, N1-12, -23) n HapyLweHna oteeTa Thi-KNeToK 1 NoBbILLEHNA YYBCTBUTESTbHOCTU NALMEHTOB K
3aboneBaHnAM, Bbi3blBaEMbIM BUpycamu, rpubamm n mmkobaktepmsmn. Npn JOMUMHAHTHOM HacnegoBaHUM
1 cnopaguyecknmMmm doopmMamm JoKkasaHa posie MyTauum B reHe STAT3, NpuBoasALWMX K gucMmopdoreHesy u
MYJTETUCUCTEMHbBIM HapYLLUEHUSM.

3aboneBaHue MOXeT MaHUECTUPOBATb C NEPBbIX HEAENb XU3HN U HANOMUHAET aTtonuyeckuin aepmatut. K 3
rogam nposiereHns ocnabeBatoT, COXPAHAETCS CYXOCTb U LUENYLLEHNE KOXMW.

KnuHunyeckue nposiBreHus ¢ aymocoMHO-0OMUHAHMHbIM/ ciopadu4eCcKuM TUMNOM
HacnegoBaHUs

OCHOBHOM NpPU3HaK - NOBbILWEHHbLIN YpoBeHb IgE B cbiBopoTKke KpoBu (Ao 40 000 ME/mn).
o Koxa: 9k3ema, Chblilb Y HOBOPOXAEHHbIX, «X0rogHble» abcuecchl

( T.e. 6e3 ABHbIX NPU3HAKOB BOCMANiEHUs), KOXXHO-CNU3NCTbIN KaHANA03.
e Jlerkue: peunamsupytoLias NHEBMOHUS, NHEBMATOLENE.

* UameHeHua nuua: «rpyboe» nuuo, rnyboko nocaxaHHble rnasa,
BbICTynaoLwmin nogd0poaoK, LUMPOKUIA HOC.

e 3yObl: HapyLweHne pocTa 3y6oB.

 OnopHoO-ABUraTenbHbIN annapar: NoBbILLEHHOE PACTAXKEHNE CBA3OK,
naTonorndyeckne nepenomsl, CKOnmoa. i
JlabopaTopHble aaHHbIe: T IgE, 303nHOUNUNSN

Puc. 2. Manbym, 14 ner. Mepeusblin UMMYHOACHULMT: CUHAPOM
runepummyHorno6ynunemuu E (cunapom ixo6a). Tunushbie KoxHbie

Bo3byaouTtenamm MHPeKUNOHHbIX 3aborneBaHni BbICTYNAKT CTAUITOKOKKM, e Alscu o ctos a o woressess

nocneonepauMonHLIe pyGis! Ha nepeaxei GPIOLNON CTEHKE (8 TOM wuene

pexe CTPENTOKOKKN, MHEBMOKOKKWN U rpmnbbl Candida albicans. e A



'vnep-Igé-cuHpgpom — cuHgpom [xxoba

HacnenoBaHue runep-IgE-cMHApPOMa MO ayTOCOMHO-PELLeCCUBHOMY TUNY 06ycroBnuBaeT

nosiBneHune KnmmHn4eCKnxXx CUMNTOMOB, OTITUYHAaOLWUNXCA OT NpuBeAeHHbIX
KinaCCU4YeCKux ﬂpOﬂBﬂeHMﬁ.

B ummyHorpamme: IgE Bbiwe 2000 ME/mn, ao3nHodunua. ViccnegosaHne Heobxoanmo
NOBTOPSATb HEOAHOKPATHO, TaK Kak B HEKOTOPLIX Npobax cogepkaHue IgE MOXeT BbITb
MeHbLUe 1000 ME/mn. KoxkHble npobbl ¢ annepreHammn 06bI4HO MOMNOXUTESbHbI.

JleyeHune runep-IgE-cuHapomMa: CMMNTOMaTUYECKOE, STUOTPONHAas Tepanusa He paspaboTaHa.
Heobxoauma noxusHeHHas npodunaktuyeckas aHTMbmnoTukotTepanumsi.

KnuHnyeckne nposaBreHus

JK3emMa

KoxHble abcuecchbl
(peunanBsupytoLimne)

NMoBTOpPHbLIE NTHEBMOHUU
NHeBMaTOUENe
HeBponornyeckue cCMMNTOMbI
Backynutbl

BupycHble nHdekumum
Dedopmauus ckeneta

lNoBbiWeHHOEe pacTaXeHue
CBA30K

QananxKa NADRUUHLIXY 2VOOR

AyTOoCOMHO-
AOMMWHAHTHbIN

runep-IgE-cungpom
aa
aa

na
na
HeT
HeT
HeT
na
na

na

NMPOrHo3 Ans *XM3Hu CDABHUTENBLHO BNAroNPUATHbLIN, NALMEHTbI MOryT goxmBaTb A0 18-20 nerT.

AyTOoCOMHO-
peueccuBHbIN
runep-IgE-cunapom

aa
aa

aa
HeT
aa
aa
aa
HeT

HET

HAT



KomMObuHUpoBaHHble UMMYyHOoAehNLUNTDLI

BapunaHThbl

T(-)B(+) TaKenbi KOMOUHNPOBAHHBIN MMYHOOEULNT

T(-)B(-) TsKEnbIi KOMBMHUPOBAHHBIV UMMYHOO4EULIAT

CuHgpom OmeH

Hedovunt OHK nurasel 1Y Tuna

Oedurunt monekyn KC Il knacca

HOedonunt monekyn 'KC | knacca

Oeduunt CD4

Oedununt CD8




KomOunuposanubie T- 1 B-umMyHone(puumnThi
Tsxeabii koMOMHUPOBaHHBIM UMMYHOAepuuuT (TKU/I)

—CMepTeJbHBIH CHHAPOM, 00YCJIOBJIEH PA3JIMYHBIMM FreHeTHYeckuMu Gakropamu : orcyrcreue pyakumii T- u B- 1
, NK-11. DT HapylieHusl MPUBOAAT K YPe3BbIYAHHONM YYBCTBUTEJIbHOCTH K TS2KeJIbIM HH(eKIHAM

Jlechekm ummynnoit cucmemot:

1. TKUJI X-cuemuennoro tumna (45%) -nedekt y-uenu peuenropa MJI-2 na T-n npu 3ToM HapymiaeTcs
mudepeHImpoBKa CTBOIOBOM KIeTKU B B- 1 T-11. (00J1€I0T TOJIBKO MaJTbuMKH ).

2. TKH /] ayrocOMHO-penecCUBHOIO THUIA :

— neunut aaenosunaedamunasbl (AIA) (15%)- TokcuuHble METAOOMHUTHI ypHHOBOTO 0OMeHa (TAT®) u meTunupoBanus (S-a1eHO3MI-
TOMOIIMCTENH) HAKaINTUBAIOTCS BHYTPH KJIETKU M TOPMO3AT nponudepanuio T- u B-n

— nepuuut o-uenu peuentopa UJI-7 myTtaus reHa KOAUPYIOLIETO KOMIIOHEHT perentopa dakropa pocta (11%)

[TpucyrcrBytor B- u NK-knetku, Ho HeT T-kierok.. B-n¢g He paboratoT nz-3a orcyrcrBust T-nd.

— neunurt JAK-3, ygacTBytoniem B TpaHCAYKLIMU CUTHAJA ¢ perentopos A NJI-2.

— neunut CD45 00ycroBieH MyTalusIMH T'eHa, KOAUPYIOIIETO OENOK, Ha MOBEPXHOCTH BCEX OEINbIX KIETOK KPOBU M HEOOXOIUMBIH TSI
¢yskun T-Ki1eTok.

— pepuuut neneii CD3 BbI3BaHBI MyTaLUMSIMU T€HOB, KOAUPYOIUX OenkoBbie 1enu peuentopa TCR. IIpuBoAsT K HEIOCTATOYHOCTH LIETeH
CD39, € unm (.

— cunapoM OMeHHa-gedeKT reHoB, kogupywmux RAG-1 u RAG-2, yuacTBylolux B peapaHKupoBke reHoB, koaupyomux TCR u BCR
®opmupytorest T- u B-11 ¢ nedextasiMu Al'-pacro3HaromumMu perentopamMmu, HecrocoOHbIe K Pa3BUTHIO TOJTHOIIEHHOW HUMMYHHON
peakium.

— Aepuuut THpo3uHKUHA3bl ZAP-70, koTopas yuyacTByeT B nepenade curnasia ¢ TCR, Heo6xomumoro juist nponudepanuu T-i.

Xapakrepno: orcyrcreue CD8"-knetok , HopManbHoe conepkanre CD4 -kieTok u HopMalbHBI ypoBeHb Ig B kpou. CD4 " -kiieTku
(yHKIMOHATHHO HEAKTUBHBI.

— AepuuuT nypuHHYKIeo3ua(ochopuiazbl NPUBOAUT K HAKOIICHHIO TOKCHYECKMX METa0O0IUTOB — JI€30KCUTyaHO3UHTpH(ochoTaza
(nI'T®) BHYTpH KIETKH U Hapyaercs nponaudepanus aumponuros (B-nd, ocobenno T-nd).

— pepuuut HLA-I - Bo3nukaet nepunur CD8-mumdorutos. Jdedekt 2 renoB HLA -1, xonupyromux cTpykTypy TPaHCIIOPTHBIX OEITKOB
TAP-1 u TAP-2

— pepuuut HLA-II (cuHapom «royibix» auMgonutoB) — BozHukaet aepunut CD4-mumponuros. JledeKT cBsizaH ¢ MOBPEXICHHEM

perynsaTopHbIx daktopoB. Hapymenne sxcnipeccnn anturenoB HLA ximacca II MokeT OBITh BBI3BAaHO YeThIPbMSI MOJIEKYJIAPHBIMH

aeeKTaMu.






Tsxeabiiit KoMOUHMPoBaHHBIA UMMYHoAepuuuT (TKHU )

Knunuueckue ocooennocmu TKH/I:

1. PenmauBupytonye HHPEKIIMOHHBIC 3a00JICBaHUS.
2. 3anepKKa pa3BUTHSL.

3. Iloxynenue.

4. 'unomuia3usi TUMyca.

5. JleranpHbIN KCXOA B IIEpBbIEe |— 2 roa )KU3HU OT
OakTepuanbHON, BUPYCHOM, TPOTO30MHON MH(PEKIIMU WU
MHKO3a.

Ilpu nabopamopnom obcnedosanuu vlA61a10M:

1. JIumdonenuto u runoraMMarioOyJIuHEMHUIO.

2. KonnuectBo u pynkiuu T-u B-muMpOIMTOB CHUKEHBI.

3. CHM>KEHBI KOXKHBIE TECTHI U MPOAYKIIHS aHTUTEIL.

Jleuenue maxiceno2o KOMOUHUPOBAHHO20 UMMYHOOehuyuma:
1. TpancrmanTanyss KOCTHOTO MO3Ta.

2. [lepecanka KJIeTOK 3MOpPHOHATBHON NIEUEHU U TUMYCA.

3. TpancmaHTaM KOMIUIEKCAa — TUMYC — TpYy/IMHA

4. AHTHOHOTHKOTEpAIHS.

3. BHyTpuBEHHbIE UMMYHOTJIOOYJIUHBI.

Ilpozno3: 11poaomKuTENIbHOCTD )KM3HU TaKUX JICTEH COCTABIISIET OKOJIO TOAa, MOXKET ObITh
pOo/JICHA MyTEM MX M30JIMPOBAHMS OT BHEIIHEN CPE/bl M COACPKAHUS B CTEPUIILHBIX MajaTax,
B KOTOPBIX MOJHOCTHIO UCKIIFOYAETCSl KOHTAKT ¢ MUKPOOAaMHU. - TAKME MEPOIIPUITHS OTIpaBIaHbl
TOJIBKO B OKMJAHUH aJICKBATHOIO JICUCHHUSI.



KomouunupoBanubie T- u B-umMmMvHOTepUIINTHI
Cunapom OmeHHa.

Onucan B 1965 1. Kak CEMEUHBIN PETUKYIOIHIOTEIINO3 C F03UHOPIITHEH.

KivHu4yecKkH nmposiBJsieTCs ~-BCKOPE MOCIIE POXKIACHUS, XapAKTEPU3YETCA
Pa3BUTHEM I'€HEPAIIM30OBAHHOM SPUTPOJACPMHUM U JIECKBAMAIIUN KOKHBIX
MMOKPOBOB; IMapecii, TemaroCcIICHOMeTaInel, TnMdaIeHOaTHEH,
JIMXOPAJKOU.

[Iprnunna— myTtanum B renax RAG1 u RAG2, va xpomocome 11pl3,

Bans SxoBJjieB, 3 Mec., CHHIPOM o
’ AP y4acTBYIOIIKUX B npoueccax nepecrporku reHoB TCR u BCR.

OmMeHHa

He ¢opmmupyercs paznoodpazune TCR u BCR, a Takyke aHTHTEN, HapyIIaeTCs
AKCIPECCHUSI AHTUTEHHBIX PELIEITOPOB.

[TonHble MyTAUMU STUX TEHOB NMPUBOAAT K TOTAIbHOMY OJI0KY pa3Butus T- u B-11 ¢ oTcyTcTBHEM 3penbix popm
T- u B-n (T- B-TKI).

[Ipe-T- u npe-B-n He BeKUBAIOT Npu TUPdepeHIIupoBKe, eciid He noay4datoT curHai ot npe-BCR u npe-TCR
cooTBeTCcTBeHHO. Tspxenas nens Monekysibl [gM u B-iens TCR — HE0O0X0auMBbIE COCTABIISIONINE 3TUX
peuentopoB. Takum o0pa3om, MPeIECTBEHHUK TUM(POIIMTA HE MOIYyYaeT CUTHAI U norudaet. ATy (PaxkThl U

OOBACHSIIOT OTCYTCTBUE TUM(POIMTOB Y MAIUEHTOB ¢ HelocTarouHOCThI0 RAGIT 1 RAG?2.
UmmyHo2pamma:

*04YeHb HU3K0E cofep:kanne B-kiaeTok, coiBopoTounbIx IgA, IgM, IgG
*JIeIKOLUTO3, TUIEePI03UHO UM

*OBbINICHHBbIN YpoBeHb IgE.

*B JIY oTrcyTcTBYIOT (QO/LTHKYJIBI C HEHTPAMU PA3MHOKeHUA. TUMYC rHIONJIa3uPOBAaH.
IIporuo3 HeOIaronpUsITHHIN.

le’l JIEHCHUMN PCKOMCHAYIOT TPAHCIUIAHTAIUIO KOCTHOI'O MO3rI'd.



Telangiectasia

L

Dilation of
small vessels
and capillaries
cause flat red
marks to appear

on the skin

KomGuHunpoBaHHbI€e UMMYHOOEePULINTDI.

ATtakcus-teneaHrnakrasusa (CuHapowm Jlyn-bapp)

Hegekm uMmyHHOU cucmemai:
1. HapyweHus pyHkumm T- n B-numdoumnTos.

2. 'vnonnasunsa Tumyca, ceneseHkun, MuHganuH, J1v. (
3. CHuxeHne ypoBHSA Ig A E, G T iy
Jlokanusauyusi de¢hekma e xpomocome: 11g22.3 (MPOAYKT reHa — ! '
©enok atm(KOHTPOSb KNETOYHOIo POCTa, pacno3HaBaHme N eresenups s
knetkon nospexaeHHon [JHK v ee penapauwnto nnu e

OGnokupoBaHue KNeTo4HOro umkna).
Knunuyeckue ocobeHHocmu
1. TeneaHrMakTasus rrnas v Koxu;
2.Mporpeccupyrollas Mo3XXe4KoBas aTaKCUS;

3.MoBTOpAOWMeECcs MHDEKUUN HOCOBbLIX NAa3yX U Nerkux
BUPYCHOM U 6aKkTepuanbHOW Npupoabl; Por e |0 gj

4.bpoHxoakTaTnyeckasa 6onesHb;
5. Beicokuin ypoBeHb a-peTonpoTenHa;

6. [MopaxeHne cocyancTon, HepBHOWN, SHOAOKPUHHOW, —— Pagnoyacramenssocs
nuLiesapuTenbHOW CUCTEM;

7. 3noka4yeCcTBEHHbIE onyxonwu;

8. OTcTaBaHWe B yMCTBEHHOM Pa3BUTUKN, 3aTOPMOXKXEHHOCTb,
aguHamus.

TeneaHruakrasus — nepmMaHeHTHOE pacLUMPEHME MENKNX
COCYOB KOXMW.

ATakcmna — HepBHO-MbILLEYHOE 3aboneBaHue,
conposoxgarluieecqa HapyweHnem KoopanHauumm gBum>KeHnn.

JleyeHue: LB

1. 3amecTuTenbHas Tepanus B/B UMMyHOrnobynnmHamm, ropMoHamum
TUMYCa;

2. AHTnbBaKTepmanbHas Tepanus, NpoTUBOrPUOKOBbLIE NpenapaTbl

3. MMmyHOTpONHasa Tepanus.

Mpo2Ho3: NoXxunBatoT 40 14-20 neT. MprynHa cMepTU- OnMyxonwu
NMMAOMAHOo NPOUCXOXAEHMSA: NMMAOMa,

ﬂVIMd)OFpaHyHeMaTO3, nemnkos, Tsxerble NHPEKLMOHHbIE
3aboneBaHus c norinopraHHoOM HeaJoCTaToO4YHOCTbIO




NVIVIVVINMVIVVDArNNDIC VIIVIVIV VLG VILAVIE DI .\ VIMH YU

HunmereH

Bnepsble onucaH C. Bumaecom B KnnHUKe B 1981r B ropoge HurmereH
(Hnoepnangbl).

Heghekm ummyHHOU cucmemsi:
. nenkoneHua n numdcgoneHus,
] CcHumxeHue Tn (CD3+, CD4+), Bn (CD19+), CD4+/CD8+,

. rmnorammarnooynMHemus 3a cyert IgA, IgG, aednumnT cuHTe3a cneundunyecknx AT,

. NOBbIWEHHbIN YPOBEHb IgM

Jlokanu3sayus deghekma e xpomocome: 8g.21, reH NBS1, KOANPYOLLMIA CUHTE3 Bernka, y4acTBYIOLLErO B
penapauuun OHK.

Tun HacnedoeaHuUsi: ayTOCOMHO-PELMCCUBHUN
KnuHuyeckue ocobeHHocmu:

Mukpouedanusa, nporpeccupytoLlas ¢ BO3pacToM, YMCTBEHHbIE HAPYLLUEHNS (HapyLLeHue Co3peBaHuns
HEMpPOHOB); N3MEHEHMSA NULIEBOrO CKerneTa no TUMy «NTUYbEro» NNLA: CKOLLEHHbIN 1106, runonnasus
HWKHEN YentocTy, BbiCTynaroLLas Bnepea cpeaHss YacTb nuua ¢ 60nbwmnm HOCOM; MOHIONOUAHbIN
paspes rnas, AMcnnacTuyHble YLK, KOPoTKas LWes, rmnepTenopusm.

PeunauBunpyrowme nHdekumm c 2-3 net: yactole OPBU, pexxe — OTUTbI, 3HTEPOKONUTLI, MHGEKLUK
MOYEBOWN CUCTEMbI, CTOMATUTbI, XPOHUYECKNN BPOHXUT

Bbicokas yacToTa oHKko3aboneBaHum B 50 pas Bbilwe, MMmdomMbl — B 1000 pa3 BbilLe, YEM B CPEAHEM B
nonynsauun. BonbWMHCTBO onyxonen NMMQOonaHbIX OpraHoB BO3HMKAIOT B BO3pacTte A0 20 neT:
HEXOPKKMHCKME NMMMAOMbI, MMMA06nacTHbIn Nenkos, nnmdoma XomkknHa. OnmcaHbl OCTpPbIN
MMenobnacTHbI NeNKo3, MMOMbl, MEHUHIMOMbI, MeAYNI06rnacTombl, HeMpobnacToMbl,
pabgomMmocapKombl, roHago06nacToMebl, pak KMWeYHuka, capkoma tOuHra.

KoxHble nposiBneHns 3aboneBaHUss — aHOManNumM NUrMeHTauMmn: NATHA rM1no- 1 rmnepnMrmeHTaumnmn
(BUTUIIMIO M NATHA TUNA «KOME C MOSTOKOM»), MCOPUA3, KOXKHbIE TENeaHrMakTasmm, MMrMeHTHbIE
HEBYCbI M FEMaHIMOMBbI, CApKONA03 C MOPaAXXEHMEM KOXM, paHHee NocedeHne 1 BbinageHne BOJOC.

KocTHble geceKTbl: KNTMHOOAAKTUNNSA MU3NHLEB W/UIK NapumnanbHas CUMHAAKTUANS, AUCnnasmus
Ta3obenpeHHbIX CyCTaBoB, NONNAAKTUNNS;

NOPOKKN Pa3BUTUS MOYEK, KPUNTOPXN3M, TMNOCNaans, areHe3nst MO30SIUCTOro Tena, apaxHonaanbHble
KUCTbI, rmgpouedanus, runonnasusa Tpaxeu, pacliennHel ryd n Heba, atpesns xoaH,
KapauoBackyrnspHble AedeKTbl.

JleyeHue OONbHbIX:

- 3aMecTuTeNbHas Tepania B/B UMMYHOTI0GyniMHaM1 Npu ypoBHe IgG MeHbLue 2,5-3,0 1/ (aeduunT IgG,
), NPV PELIMANBUPYIOLLUX U XPOHUYECKUX MHAEKLIUAX PECIMPATOPHOIO TPaKTa — NOCTOSIHHbIE UMK
nepuoanyeckmne Kypcbl aHTUBUOTUKOTEPANUM.



KomOuHnpoBaHHbI€e UMMYHOAE(PULINTDI
CuHpgpom Buckotra - Ongpuya

Heghekm ummyHHOU cucmemsil.

. HapyweHune aktneauyum CD4, CD8 nMmdounToB
. HapyLeHne npoaykumm nmmyHornobynmHa M
. HepocratoyHasa aktmBauuns T — ndp, T.K. OTCYTCTBYET MUKO3UNTPaHcdepasa.

Jlokanu3sauyusi 0echekma 8 11 xpomocome: X-CLenneHHoe peueccuBHoe 3aboneBaHne. MyTtaumm cBasaHbl C

aHoMarnbHoW akcnpeccunen CDA3, nuraHaa onga ICAM-1, 1 BbINOMNHAOLLLY aHTUaAre3avBHYH (OYHKLNIO.
BoneloT manbvnku.

KnuHu4eckue ocobeHHOCMU xapakKkmepu3yromcsi mpuadol CUMIMOMOS:
1. TpomMbouuTOoneHnsa=>remopparmieckme npoABNeHns: KPOBOTEYEHNS, NETEXUN, MAKPO- U MUKPOreMaTypum;
2. JK3eMa, A4epMaTUTbI Pa3HON CTENEeHU TAXKECTHU;

3. PekyppeHTHble nHdeKuun.

JlabopamopHbIe Nnokazamenu :

1. TpomboumToneHns; Tp MeHbLUEro pa3Mmepa, YeM Yy 300POBbIX JTHOAEN.
UmmyHo2pamma:

. HapyLeHne yHKuMoHaneHom aktnsHoctn CD4, CD8 numdoumtoB
. Hwusknin ypoBeHb MMMYHOrNobynnHos M

. YpoBeHb UMMYHOTI06YnMHOB G B HOpME

. KonunyecTtBo Ig E NOBbILLEHO

JleyeHue -cumrimomamu4eckoe.

1. CnneHakToMnsa nomMoraeT YMEHbLUMTb NPOSIBIIEHUS FreMopparn4eckoro CMHaApoma.

2. TpaHcnnaHTauns KOCTHOro Mo3ra.

3. 3amecTuTenbHas Tepanus ApUTPOLMTapHON MacCcom Npu 3Ha4YNTENbHON S3PUTPONEHNN
4. Npn MacCUBHbIX KPOBOTEYEHUSIX MOKa3aHO NnepenmBaHne KpoBu.

5. B cnyyae pekyppeHTHbIX MHEKLMIA Ha3Ha4YaoT aHTUOMOTUKN.

6. NepennBaHne MMMyHOrNoBynnMHOB.

MporHo3 HeGnaronpuATHLIN

anqI/IHbI CMEepPTU TAXErIble VIHCbeKLI,VII/I, KpBOTE€YEHUA, MariMrHn3auuma




CuHapom N'yga (TmMoma ¢ Hanuunem

° peakumn KOM6MHMp03MW9‘H?MMWMH y B3pPOCIbIX,

XapakTepHa runorammarnodyrnmHeMmUs U CHUXKEHHOE YNCIo (MHoraa -
oTcyTcTBue) B-n;

* Y4acToTa BCTpe4vyaeMOoCTu nNpun TMMomMax - 6-11 %, cuHapom 'yaa
avarHoctupyertca B 7 %; MaHudectaumna 30- 40 unm 40 — 50 net (cpenHum
BO3pacT - 56 NneT, cpeaHnn Bo3pacT AMarHoCTMpoBaHMS TUMOMbI U
rmnorammarnobéynuHemmm - 62 roga); .

KnuHuka:

* YyacTo 6eccMMnTOMHO, TMUMOMa OMarHOCTUPYeTCA CriydanHo (onyxonesoe obpasoBaHue B
nepegHeM cpeoCTEHNN);

* MHOraa XkanoObl, CBSI3aHHbIe C AaBNEHMEM ONyXOonn Ha bnuanexawuue TkaHu - Kallernb, 6onm
B rpyaHON KneTke, ancdarunio, ANCNHOI, ANCEHOHUIO;

* CUHOPOM BEPXHEW Mosion BeHbl, CUHAPOM [OpHepa; KNMHMKA myasthenia gravis;

* HeoObl4yHOEe TeyeHue MHpeKUUI (peunansupyowme nerovyHble MHEKUUKY, Bbl3BaHHbIE
WNHKaNcynmpoBaHHbIMU MUKPOOPraHM3mMamu); KapTuHa MHPEKLMOHHbLIX 3abonesaHum
noeHTn4Ha X-cuenneHHon arammarnodynmHemMmn n odemy BapnabensHomMy
UMMYyHOOEePUNLMITY;

*  ONMNOPTYHUCTUYECKNE MHPEKLMN Y ITUX NALIMEHTOB aCCOLIMMPYHOTCS TaKKe C
HapyLeHUAMMN KNeToOYHOro UMMYHHOro oTBeTa (LUMTOMeranoBUPYCHLIN KONTUT U PETUHUT,
KaHOMO03 CNN3UCTbIX 000N04eEK N KOXN, MH(PEKLUMM, Bbl3BaHHbIE BUPYCOM repneca,
MHEBMOLNCTHbIE MHEBMOHUK; HaKkTepuanbHble MHEKLMN MOYEBOTO TPaKTa N KOXHbIX
NOKPOBOB; MUKOMMAa3MeEHHbIV apTpuUTa; ayTOUMMYHHbIE 3a00neBaHus - aHEMUS,
TPOMOOLMTONEHUS.

JleyeHune: onepaTtnBHOE Ne4eHnEe, NOCTOAHHAs 3aMeCTUTENbHAas Tepanusi BHYTPUBEHHBIM
BBEAEHNEM MMMYHOTNIOBYNMHOB ANs NpeaynpeXxaeHnsa peunanBupyowmx TsXKenbIx
DakTepuanbHbIX UHDEeKLUUn



Odedonunt KNeToyHoro 3aBeHa UMMYHUTETA.
Cungpom Ou-[xopxu (rmno-, anna3va Tumyca)

. HapylieHue pa3sutuga Tumyca, LWMToBUOHON,
napawmnTOBUAHON Xenes3 B aMbpunoreHese.

KnuHuka:

. PeuungmsupytoLime BUPYCHbIE, NapasnTtapHble U
bakTepuanbHble MHEKL NN, MUKO3bI;

. [MnonapaTtmnpeonansm (CHUKeHue KanbLums - Cyaoporu)

. [ncmopduna nuua(nopokn, HeECUMMETPUYHOE

pacnonoXeHune opraHoB, BON4Ybs NacTb, aHOManmu
OYyrn aopThbl, HEMpaBUibHO CPOPMUPOBAHbLI YL,
paspes rnas)

. HeobbluHble TAXenNbIe peakunm (BNnoTb A0
CMepTernbHOro Ucxoda) Ha BakUMHaLUKIo
. [Mopokun pa3sutuda (aTtpesuns nuuiesoaa, Hegopassutune
NoYeK N MOYEeTOYHUKa U T.4.)
AmMMyHo2pammMma:
. JlnmdpoumToneHus
. CHmxeHune konnyectea U yHKLUMOHAbHOM
aKTUBHOCTU T-1 1
. KonnyectBo B-n u Ig B nepudpepunyeckon Kposu B ) N

npeaenax HopMbl
JleyeHue: nepecagka TMMmyca.

[MporHo3s:lo HabntoaeHusm, ecnn pebeHoK nepexun
NATUNETHNIN pybex, To NposiBNeHNs cnHgpoma [An
™.. o o




OJedunumnTt KNeToyHoro aBeHa MMMYHUTETA
XpPOHUYECKMUN CNTU3UCTO-KOXKHbIU KaHANAO03

Hegekm ummyHHOU cucmembi.
1. Aeconunt otBeTta T-nuMdountoB Ha Candida- aHTUreH.
2. HapyweHui rymopanbHOro otBeTa HerT.

NeHemu4eckul deghekm: myTaums R257X B reHe AIRE. 21-1 XpOMOCOMbI
(21g22.3)

KnuHu4eckue npu3Haku C/iu3ucmo-KO)XHO020 KkaHOudo3a:

1. XpoHM4eCKOe NopaXXeHne HOrTeun, KoXu, BOfTOCUCTOM YacTu rosoBbl,
KPYMHbIX 1 MENKUX CKNagoK KOXW, CIIM3NCTbIX 0605104eK, Bbl3BaeMoe
Candida albicans.

2. ConyTCTBYOT ayTOMMMYHHbIE 3HOOKPUHHbIE 3ab0oneBaHus, rmnonapaTmpeos
(MblLLEYHbIE BonK, cyaoporu), HagnoYe4YHNKoBasi HEAOCTAaTOYHOCTb.

3. MlMnepnnasus nuMdaTU4eCcKnx y3nos.

4. AHOManum Kocteun nuua: cearnoBuaHbIN HOC.

5. OTcTaBaHue B NCUXNYECKOM U MHTENEKTYaNnbHOM Pa3BUTUMN.
' INpu nabopamopHom ob6criedoeaHuUU 8bIsSI8IISTIOM:

. 1. HopmanbHoe KonnyecTtBo T-11; X HopMarnbHbIN NponugepaTUBHLIA OTBET Ha
| ®rA

2. CHMxeHWe cnocobHOCTM T-1 aKTUBMPOBATLCS M NPOAYLMPOBaThL
NMMEOKNHBI B NpucyTCcTBUM Candida albicans.

3. OTtBeT Ha apyrmne Al 06bIYHO B HOpPME.

4. KoxHble npoObl Ha aHTUreH Candida oTpuuartenbHbl. BmecTte ¢ Tewm,
rymoparbHbI OTBET Ha aHTUreH Candida He HapyLUEH.

JleyeHue XPOHU4YECKO20 CJ/IU3UCMO-KOXXKHO20 KaHOUd03a:
1. CumntTomaTudeckas npoTnBorpnbkoBas Tepanusi.

A THANNRAAMSIITIZE T ILAR AN 77




XPOHUYECKNUN CNTN3UCTO-KOXKHbIU KaHAWAO03

Pucynok 1. Bonbhasa 14 neT ¢ XpOHNYE CKHM KOXHO -
C/IN3NCTBIM KaHANAOIOM

Y nesouku 14 neT 3abonesaHue 0e60TMpoBano B BospacTe 1
rof, peunanBmpyoLLIMM KaHAMA030M POTOBOW NOMNOCTH,
OHUXOMUKO3OM.

B 8 neT oTMeueHbl ToTanbHas anoneuus, BbinageHne 6posen n
pecHuU, ann3oabl hebpunbHom Nnxopaakun no 2—-3 AHA B Mecsl
B Te4YeHue roga.

B 9 net npun obcnegosaHum B oonactHom KB r. JoHeuka
obHapy>xeHa BpOXXAeHHast acnrieHus.

B 10 net AnarHocTupoBaHa BpOXaeHHas aKToAepmarbHas
ONCTPOdUS pOroBoi 060N0YKM, KEPATUT, BPOXKAEHHAS
aKTOAepManbHas Aucnnasus.

C 11 net nosaBUNMMCb CUMNTOMbI HA4NOYEYHNKOBOW
HEeOQOoCTaTOMHOCTU: 3NM3oabl cnabocTu, BANOCTU, cCHKeHus A;
rMNOrNUKEMNS N cyaoporn. BelaBneHbl HU3KUIN YPOBEHb
KopTuaona (32,5-76,9 HMonb/n Npu Hopme 252—-603 HMOnNb/N),
aHTUTena K Tmpeonepokcmnaase, runokanbunemMms.

bonbHaga ¢ 12 neT ¢ 3aMeCcTUTESIbHOM LieSbo NosflyvyaeT KOPTUKO- U
MWHEepPanoKopTUKocTepouasbl (MpeaHN3onoH U KopTuHed), Ha
JoOHe KOTOpPbIX ABMIEHUS TMNOKOPTULIM3MA perpeccmnpoBarm.

Y naumeHTKn HabnogatTCsl COMaTOreHHbIM HaHN3M, TMMOroHa4N3M,
OHa OTCTaeT B PM3NYEeCKOM pa3BUTUM.

OBGocTpeHnst opanbHOro kaHamao3a — oAnH-ABa pasa B Mecsl, Mo
noBoAdy Yero nonyyaet driykoHas3orn.

BonbHas obcnegoBaHa B MEAUKO-TEHETUYECKOM Hay4YHOM
LeHTpe r. MoCKBbI 1 FTOPOACKOM LIEHTPE AETCKOM MMMYHOMOMNn
r. Knesa. O6HapyxeHa roMmo3uroTtHasa Mmytauusi R257X reHa
AIRE.



HepoctaToO4yHOCTL (paroumtapHoOro aBeHa

BapunaHThbl

Taenas HacneacTtBeHHass HEUTPONEHUSA

Linknuyeckas HentponeHns

Oedununt monekyn agresum (LAD)

XpoHu4yeckas rpaHynemaTo3Has 60nesHb

Hedonunt mmenonepokcmnaasbl

Hedowvumnt 6-I A




Cvnppom Yegmnaka—Xuracu (Chediak — ngaShl)

Hegpekm ummyHHOU cucmembi: Pegkoe 3abonesaHne. Ha kneTouHOM ypoBHe
NPOSIBIISIETCA B aHOMasriun BHYTPUKNETOUYHbIX Be3ukyn B HIL,MOH,
menaHouuTax, NK, TP: Be3aukynbl CriuBatoTcs, B pesyrnbsrare BHYTPU KNeToK
0bpasyloTcs KpynHble, HO (PYHKLMOHANBbHO HegeecnocobHbIe rpaHynbl

Jlokanusayusi 0eghekma 8 xpomMocome: MyTaums reHa LYST (aHrn. LYSosomal Traffiking
regulator), kogupytouiero 6enok popMmnpyoLWnIn BHYTPUKNETOYHbIE BE3UKYIbI.
BosHukaloT aHoManum nn3ocomManbHbIX 6ernkoB, BKtoyas HLA knacca Il, CTLA-4,
rpaH3vMbl U NEPPOPUH => HapYLLEHNE XEMOTaKCUCa U KUSTIIMHIa KNeTok-
MULLEHEN, LMTOTOKCMYeCKOoM akTuBHOCTM NK- 1 LITJ1. Hacnegyetcs no
ayTOCOMHO-PELIECCMBHOMY TUy.

Cumnmomsbi cuHOpoma :

*  PekyppeHTHble MHdEKLNK;

* YacTUYHbIN UK NOMHBIN anbOUHM3M KOXK, BOMNOC, rna3 (cnuelumnecs rpaHynbl
MefaHOUMUTOB He coaepKaT MenaHuHa) . Koxa YyBCTBUTESIbHA K COJTHEHHOMY
CBeTY. BbisiBNAOT cBETOOOSA3HD, YMEHbLUEHNE CNe300TAENTEHUS,
obecuBeunBaHume paayxkm, nHbeunpoBaHmMe CoOCyaoB; YaCTble KPOBOTEHEHUA,

* JlnmconponudepaTmBHble 3aboneBaHnsi B paHHEM BO3pacTe;
+ CnneHowmeranua BCreacTBne YCKOPEHHOro paspyLleHns NemkoumToB;

i [MaTonornyeckune nposBrieHNA CO CTOPOHbI HepBHOVI CUCTEMbI B CBA3U CO
cnnaHnem Be3NKYyJIl B HelpoHaX.

UmmyHoamarHoctuka. OnpegeneHne gedekTos : paroumTosa; UMTOTOKCUYECKON
aktmsHoCTU LTJ1 n NK-knetok . OBHapyXnBatoT rpaHynnoLnTONEHNIO, Hannyne
MraHTCKNX asypopusibHbIX rpaHyn B NerMkouuTax, darowmx (+)-peakumnio Ha
nepokcuaasy, YTo BaXXHO 4N ANarHoCTUKM cuHapoma Yegmaka-Xuracu .
JleyeHune. Cumnrtomartumyeckoe.

lMpo2Ho3 Ans Xn3Hun HebnaronpusaTHbIN. NMPOAOMKUTENBHOCTb XKNU3HU He

npeBblwaeT 7 net. MNpunynHbl rmbenm — paHo BO3HMKaOLME ONyXOnu, TSXKenble
GakTepuanbHble MHEKUMN.




Odedounumnt cucrtembl daroumToB
XPOHNYECKUU FPAHYITIOMATO3

. HapyLleHune nepesapuBatoLinin akTUBHOCTU HEUTPOUIOB
(KncnopoagsaBmcMMoro metabonuama: cHmkeHme aktusHoctn HAL —
oKkcuaasbl, HapyLweHne metabonunama daroumoB) U XeMoTakcuca

KnuHuka:
. Peungusunpytouime MHGEKUNN, Bbi3BaHHble ['p + 1 [p-
MUKPOOPraHn3mMamu

. dopmMmupoBaHune rpaHyrieM B KOXe, NeYeHun, Nerkmx

. OK3eMaTO3HbIW AepMaTuT

. BocnanutenbHble rpaHynembl U abcuecchl B pa3nnyHbIX opraHax
. [[HOMHO-NPOAYKTUBHbLIN NPOLIECC B JIEMKNX

. [enaTocnneHomMeranusa, numdpageHonaTms

AmMyHo2paMma:

. HapyweHune kncnopoasaBncumoro metabonmama HeMTpoduos
(HCT-TecT, xXeMunnioMmHecLUeHums)

JledyeHue: aHtnbaktepuansHaa Tepanus.




Oedunuunt akcnpeccuun Mmonekyn aaresvm

* peaKkad NpunxXn3HeHHad naTtoriorn4d.

AHann3 monekynsapHbIX 4edEeKTOB BbISIBUI 2 KITMHNUYECKN
HepasnMYnMbIX BapmaHTa, 0603Ha4YeHHbIX LAD-1 n LAD-2.

[1pn LAD-1 - HEOOCTaATOYHOCTb MOJSIEKYST UHTEIPUHOB, KOTOPbIE
Y4YYyBCTBYIOT B agre3um riodoro nenkounta n numdoounTa K
KrneTkam aHOoTennda cocyaos, arperaummn HI, xemoTakcuce
neunkouuTos, dparountose, agresmun T-numaoumnToB K AlK, B-
numdounTam u Knetkam-mumieHam ( B cnyyvae L TI).

[Tpn LAD-2 HEBO3MOXHA MUTpaLNA NEUKOLUTOB N UMMYHHbIX
NMMAQOLMTOB B o4ar MHPEKUUN,

Cumnmombi 6os1e3Hel ¢c de¢buyumom MoJsiekys ad2e3uu
Jleukouumoe:

 [1noxoe 3axkmBneHue nobbix paH

* PekyppeHTHble bakTepuanbHble, rPUOKOBLIE, BUPYCHbIE U
napasmnTtapHble NHAEKLIUN.

JleyeHue 60one3Hell ¢c de¢huyumom MosieKys1 adze3uu
Jlelikoyumoe: CUMMNTOMaTUYECKOE.




Llnknunyeckasa HeUTponeHus

e [lpuyuHa: LUuknnyeckoe nameHeHue Konmyectsa HEUTPOPUNOB;
LMK 0ObIYHO 21 AeHb

* KrnuHuka: a3Bbl OKOSTIOPOTOBOW NOMOCTU (HA POHE CHUXKEHUS
Konn4yecTtsa HEUTPOJUIOB); yXyaLLeHNUe caMoYvyBCTBUA Nepea
nageHWeM 4Yncria HeUTPoMUIoB; coBnaageHne anM3oa0B MHPEKLUNN C
HVI3KgIM YPOBHEM HENTPOAUIIOB (MX KOFTMYECTBO MOXKET ObITb MEHEE
1x10°/n)

e JleyeHue: paHynoumMTapHbIN KONTOHUECTUMYNUPYOLLUA paKkTop
(YyMeHbLUaEeT CTeNeHb NageHna Yncra HeMTpPogunoB., HO He
OTMEHSIET €ero; yMeHbLUaeT UMK A0 14 aHewn); aHTubakTepuarbHas
Tepanusa (Ko-TpuMoKcason).



NaTonorms cucteMbl KOMMNeMeHTa

BapunaHThbl

Oedununt kKnaccmndeckoro nyTr aktnsauum komnremeHTta (C1q,
C1r, C1s, C4)

ID,eCtZ)I/ILI,l/IT JIEKTUHOBOIO NMYTU akKTnBaunn KOMIMJieMeHTa

Oedpununt C3-KOMNOHEHTA KOMMSIEMEHT

Oedununt perynatopHbix 6enkos (aepuunt nHrnoutopa C1-
KOMMOHEHTA)




OCo06eHHOCTU KITMHUYECKUX NPOABNEHUN npwU
HapyLweHUn B CUCTEMEe KOMMJIMMEHTA

N >




JNEOEKTBI CUCTEMbI KOMIUVIEMEHTA

HACNEOCTBEHHbIN AHTMUOHEBPOTUYECKUU OTEK

Penkoe 3abonesanue, ceflshM@y c HenocTatouHocTb0/MEpen3bbITkoM nn
He4OoCTaTO4YHOW aKTUBHOCTLIO C1 MHrMOUTOpPa CUCTEMbI KOMIMJIEMEeHTa, YTO
NPUBOANT K HEKOHTPONUPYEMbIM BHYTPEHHUM PeakLnAM B KPOBU U NPOSBNSAETCA B

BMOE OTEKOB Ha Tene.
Qnﬂ HAO xapakTepHo:

HEeO4HOKpaTHblE OTEKU KOHEYHOCTEN N Nnua;

. HeOoQHOKpaTHble 3aNn3oabl "6ecnpuUYnHHBLIX" Gonen B XXMBOTE;
. OCUMNIIOCTb rofioca 1 3aTpyaHeHne OblXaHus;
. MOXOXMEe CUMMNTOMbI Y KOro-nMbo 13 poaCTBEHHMKOB.

Tadrnuua. OudpchpepeHymnanbHo-gMarHoc TUHECKME NPU3HAKKM OBYX <(POpM aHTMOHEBEPOTHUUYECKOroc oTeKa

HacnepcreeHHbA AnnepruvyeckKknin
AaHINMoHEBPOTHUYECKMA OTEK AHNMMOHEBPOTHYECKMA OTeEX
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BosHuWKaeT Ha npoTaxeHun
OT HECKONBKMX MWUHY T
no 1 yaca
PaznnuHan; B 25% cnyyaes —
OoTeK ropTaH1
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Ecte

Ectb

Yacro
lMNoBbilweH



HACNEOCTBEHHbLIN AHTUOHEBPOTUYECKWUN OTEK

Tatnmnus 1. OwdP PepeHyMSnsHO -AMEBrHOCTHYECKME NDUIHI KM HACNeACTESHHOIrO M anNepruyecxoro
SHIrMOHEBDOTHMYECKOIro orexsa (6, 9)

AHTHOHEEBPDOTUHECKMA OTEX
Kpurepun
HacnencTsex s AnpsSprmiecan i
HECHrSOCTES-HOCT= Ay TOCOMAHD-OOMMHEHT Hetil TN, B caMai=oMm COTME4ES0ToR SNNe ormiScans 3280 re-
SHEMHEEE OT SN, NETENsHSIS MO0 O TR
“=cToT= 1: 30 000-1: 150000 ==
He42ro 328ansssHne KE L NPDESSMn0, E OSTCTES, yXyOUISHAS E NS0 M- ==y s3pocnax
OO NONOS0TO CO3IPS E3HNE
Nposounpyouine PEKTODEI ToSEMEl, DEASHNE, ONSDEUNK, DUIMSCKnS FPE3nmis Snnenre-sl [MMUSS oS, MS 0MKE-
HEMOYICN, SMOUND HENsHeIE OT DECCE! MEHT O =)
CkopoCcT=s pDS3ISNTHS OTSXS, Means«g-0, onnics 24-724acs BoiCT DS, O7T SECKON=KMX MUy T OD 4SCS,
NDO oD MHT EN=HOCTs annTcE 00 24-48 y=cos
Noxkannsszuns KOHS4H0CTH, SSDXHNSE OSIXSTEN=H SIS Ty Ti, Thaun, LUSE, HEDYXH=IS NDNOESIS OPra-Hsl,
KT TOpTaHs
Tevsans Pa3~00bps3«os, Cc roasve oSocTpESHNs OSOCTDEHME ISSMCUT OT KOHNTEXKTE C
“=s ErreEnTesom
Sno oTexs ErenHsl R, O4SHs NNOTHEIR, 42 3yOnT, Orps- ENnsa~0-DOI0ELIA, MHDTDS CMssDLIH =R,
HHSHHEIA N0 TImowsEan IyOnT. BESNHAHE 1 KD HCHACTEH WAR =3-
DEMDYOT
Kpanns<nus K2k Nnpasnnd, OTCYTCTEYET H=CcTo mesTCH
MNpansscTHngn Bans, nvxopanxs, cnaocTe HE XSDSCTE DHsl, SO3MOKES 3ya
ConyTcTeyoulns Ay TOAMMYHHEIE, SHDO KD WHONETMN, SPTPATEL, AnrsSprecans
=B ONSESH T, CUMITTOM =I CHCTEMHER KDECHET SIS HKE, 4 SCNSU g -
SHECK AR RS ESH HEIR RONNT
AHTUATHCTEM N HHEIS npEna- HeappexTns«el SO DT EH=I
Tl
Npor=os HeSnsronpuaTH=IA BREronprueTH=LA
YDoERSHs b Top= O C ey, DEOK0 — NOS=LUSH, HODMENs ~siR HOoOpMEnN==H=1A
Ypossq= C4, C2 Crvonsn HopMaEnsH=IA

INeyeHue Bo Bpems ocTpbix npuctynos HAO
JleyeHune 0omKHO BbITb HAYaATO HACTOMBKO PAHO, HACKOSTLKO 3TO BO3MOXHO!
1. KoHueHTpat C1-uHrnbutopa (C1-INHIBITOR).

2. AHTaroHnCTbI pelenTopa k 6pagnuKkMHUHY: Firazyr (Icatibant) (TONbKO NS B3pOCHbIX, B NeaMaTpum
nccrnenoBaHUs NpoaokarTes).

3. IHrmbuTtop kannukpeunHa: Kalbitor (Ecallantide).

4. CBexxe3aMopOXKeHHas nnasma, ecniv HeT BO3MOXXHOCTM UCMONb3oBaThb npenapaTbl C1-UHrMbuTopa un apyrue
COBpPEMEHHbIe NnekapcTea.

5. AHTUUBPUHONUTUYECKME NpenapaThl (E-aMUHOKanpoHoBasi KUcnoTa)
6. MNpenaparbl, noBblwatome ypoeeHb C1-MHrMbuTopa (aHgporebl: AaHa30o5, CTaHo30r).



MMMyHOCTVIMyHFlTOPbI, npuMmeHdAaemMble AnNnA rev4YyeHus
NnepBUYHbLIX VIVIMyHO.D,e(*WILIMTOB

NMMyHOTI100yJIMHBI: KMMYHOIJIOOYJIMH Y€JIOBEKAa HOPMAJIBHBIN /1Sl B/B BBEJICHMUS,
XyMOIJIOOMH, UHTPArJIOOWH, MEHTArNIOOWH, aKTOraM

MoOHOIUTO-ITPaHYJIOUTO-MaKPOdarajibHble KOJOHUECTUMYIUPYIOIIUE GaKTOPBI:

buUIrpacTuM, HEUMOTeH, JEUKOCTUM, MUEJIACTPa, JEUKOMAKC, IPAHOIUT, JICHKOLIMTApHBIN
TpaHcdep-dakTop

UHTepdepoHbI

[lpupodHsIie uHmMepgepoHsl: UHTepdepoH NeNKoUNTapHbIN YeroBedeCcKui
(JlenknHdepoH, JTokdepor)E©)

PekomBuHaHTHbIe nHTepdepoHs!: KundepoH (PeadepoH)®©) MHtepdepoH anbda?2
(BudpepoH)BC Uutep €pOH anbda-2a (PodpepoH)*B), MuTepdepoH anbda-2b
(AnsteBup, HTpoH A)AB), MiHTepchepoH 6era-1a (Pebud, AsoHekc) B,
NHTepdepoH Geta-1b (BetadepoH)P

UHTepnenknHbl NHTepneinkmnd1B (betaneikun)®C), MutepneinknH2
(PoHkonenkun)®C©)

BakrepuanbHble Jluzamsi MukpoopaaHu3mos: pubomyHun, MPC-19, myaoH
: BpoHxomyHan, Bl1-4(BakunHa nosIMKOMNOHEHTHas!), COrIKOypoBaK, py3am



