NEPBUYHLIE UMMYHOLEOULINTHI.

ATHoNorns, naTtoreHes, KNMHUYeckne NpPoABNEHUA. an/IHLl.VII'IbI ANarHOCTUKHU.




COCTOHHHe, npu KOTOpOM HMMYHHasi CHCTEMaA HEeCNOCOOHA BBINOJHATH CBOH

HOpMAaJibHble (PYHKIMU, a UMeHHO — 3(Q(PeKTUBHO FNIMMUHHUPOBATH YYKEPOIAHbIE
areHThbl, TAKNE KaK 0aKTepUu, BUPYChI M TPUOBI

OunarHo3 ummyHoaeduumTa nogpasymeBaeT UCKMOYEHME WHLIX MPUYMH, CNOCOOCTBYHOLIMX
pa3BUTUIO MH(EKLMOHHOrO npouecca




-[aTOJIOTUYECKUE COCTOSHUS,
COIIPOBOXKAAIOIIMECS A€(EKTOM OJHOTO MU 00JIe€ 3BEHbEB
MMMYHHOHN CHUCTEMBI, IPOSBISIONIAECS B MOBBIIIICHHOM
BOCHPUMMYHUBOCTH K 3a00JI€BaHUSM

UmmyHoaedununtsi(UOC)

dunsnonoruyeckme NMepBUYHbIE
nac nac \v]

HOBOPOXAEHHOCTb

POXA HapYLEHUA UMMYHHbIX
MEeXaHU3MOB CBfi3aHbl C
reHeTMYecKuMM gedeKkTamu BropuuHbie UOC

bepeMeEHHOCTb
CTapoCTb




Bua
UMMYHUTETA

Knetku

PyHKLUA

N'ymopanbHbIn

B-nMM(bouMTbl

[Mpoaykumns nmmyHornodynuHoB — AT, KoTopble
obecne4vnBatloT aHTUbaKTEpPManbHbIM U MPOTUBOBUPYCHbIN
NWMMYHUTET.

YyacTtue B BOCnasieHuu.

KnetouyHbin

T-nMM(pou,MTbl

MpoayKuns LMTOTOKUHOB.

ObGecneyeHne NpPoTUBOBUPYCHOIO, NPOTUBOOMYXONEBOr0O
NMMYHUTETA, OTTOPXKEHUE TpaHcnnaHTaTa.

NK «netku Y4yacTtue B BocnaneHuu.

(EKK) PaspyLieHrne nHpuunpoBaHHbLIX BUpycamum m
BHYTPUKNETOUYHbIMU BaKTEPUSIMUM KINETOK, KIETOK
ONyxorien KoTopble NueHbl HOpMasibHbIX aHTUrEHHbIX
MapKepoB.

Makpocparu PacnosHatoT naToreH u NpeacTaBnsaioT ero IMMAGONAHbLIM
kneTkam. darounTmpyroT BHEKNETOUHbIE BakTepUN.

Hentpodomnel, | daroumtupytot 6aktepum n BUpYCHI.

303nHOG(UIbI,

[MpoTBONapasnTapHbIi UMMYHUTET.

Y4yacTune B BocnaneHun, nnance KNeTok n baktepui.




HapylweHna uMmMmyHuTeTa Y neteum Y B3pocCnbIX
HepnoctaTo4yHOCTbL ryMOpanbLHOro 53-84% 90-95%
UMMYHMTETA

HepnoctaTO4YHOCTbL KINEeTOYHOro ?
UMMYHMTETA

KoMOMHMpoBaHHaA HepocTaTtodyHoOCTb | 7-44% ?
rymopanbHOro U KneTo4yHoro

UMMYHMTETA

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




A, Hopmamnmit mvdpoyaen

_ Kopruxaasiwtii doaamkya,
B-kaerki
[TapaopTukaisias soma,
T-kaerin
Moarosbie cHuvent,
THC THOLHTBI
MsKoTHBIe THKH, NAAIMOLNTHI

B. Tamenti komOunuposas-
Hbiil IMMyHOedHIIT

Orcyrersyior T- u B-3omi

Moarosbie cHHyC,
FHCTHOILHTHI
L rasmotmtos ner

B. Tunowsaaus tamyca

Oreyremyer T-aoua

Peakunubiit dhoaimkya
B-k1erku

\Iu MOBGLIC CHHVCDBE, THCTHO
HHTHE, T TRASMOUH TR

I, Bpoxaennas arammar.io-
Oyannemust

Oreyrersyer B-3ona

[lapakopTikaibias sona,

T-KnetkM

MoaroBuie CHHVCLI, THCTHO-
(LM TEI
[Lrasvonmror ner




CuHOpom cenmuuemuu, cenmukonuemuu. [HOWHbIE
NOPaXKEHNS KOXWN, MEHWUHIUTBI, apTPUTBI, OCTEOMUENNT.

CuHOpom peuudueu rouux omumoes, 6poHxumos,
nHesMoHUU, UHeKkU U, MoYesbIeoosILUX nymed.

dquo-Kuwequlu CUHOPOM. XPOHUYECKMIA
aKTepm 3, 3HTepI/IT KOSNT, HapYLLUEHWs! BCacblBaHMs
anba6co poLKA).

KoxHo-gucyepanbHbIl cuHOpoM. F'eHepani3oBaHHbIi
KaHaMA03.




MPEABAPUTENBHBIV ANATHO3 BPOXAEHHbIX
MMMYHOOE®ULNTOB

AHAMHES:

HEACHbIE Cry4an CMEPTWN HOBOPOXOEHHbIX W IPYAHbIX OETE B 9TON CEMbE;
Hanu4ne KPOBHOPOACTBEHHbIX OPAKOB;
abopTbl;

Hanu4ve B ceMbe pﬂﬂﬂa 3abonesaHui: anneprusi, konnareHosbl (CKB,PA), aHOoKpuHONaTMm
(caxapHblit AnabeT, AomccoHoBa 6onesHb), 3aboneBaHNs KPOBM (ayTOMMMYHHAs reMOSIMTUYECKas
aHemms), 3rioka4eCTBEHHbIEe OnyXxonu (TMMgoMa, capkoma, 6051e3Hb XOmKK1HA).

ﬂp?*),D,OﬂM(UTeﬂbHOCTb, NMOBTOPAEMOCTb, TAXECTb 1 NIOKann3auna nepeHeCeHHbIX pe6eH|<0M
NHPEKU NN,

HeoObIYHbIe peakynn Ha MPUBUBKKU XKNBbIMU BakKLIMHAMMW.

KITMHUKA.

HepaBHOMEpPHbIE, HEOObSCHUMbIE NOABEMbI TEMNEPATYPbI, CKTOHHOCTb K TSHKEMNbIM MHAEKLMAM,
npuyemM 3ab0NEeBaHNS CKOPO NEPEXOAAT B XPOHUYECKME (HOPMBI;

MOJOYHKLA NOSNOCTW PTa U MMOTKK, NOYTU HE NOoAAaWMECA Teparunu,
NaTOrHOMOHU4YHbIE CUMMNTOMBI (TeJ'IeaHI'I/ISKTa3bI, dTakCu4, rpaHynemMbl, runonnurMeHTaulns n T.I'I.);

XapaKkTepHas Tpuana nopaXeHw: rHOMHbIN OTUT, CUHYCUT, DPOHXUT (BPOHXOMHEBMOHHS);
HepeaKo cencuc.




Hacropaxusarowme npusHaku MUy peten:

1. MonoxuTenbHble AaHHble 0 HacneaCTBEHHOM aHamHese no AL,

2. Bocemb mnu bonee rHoMHbIX OTUTOB B TEYEHUE roaa.

3. [Iea unu 6onee TsKENbIX CUHYCUTA B TEYEHME roga.

4. [1Be unwn bonee NHEBMOHUW B TEYEHUE rOa.

5. AHTnbakTepuansHas Tepanusi, nposoaumas bonee 2 Mecsues, 6e3 addekTa.

6. OcnoxHeHus I'“JVEI'I €dEeHN BakUnHaLlnn ocnabneHHbIMM XWUBbIMM
BaKUWHam ( , NOJIMOMUENNT).

7. Hap&meHMﬂ flepesapyiBanis B epitop rpYAHOro B3pacra, ¢ W bes
POHUYECKNX NMOHOCOB.

8. PeumamsupytoLyne rny6okme abeLecchl Koxm 1 MSATKUX TKaHed.

9. [iee nnu Oonee [eHepanu3oBaHHble VIH(*)eKLlVIVI MEHWHIUT, OCTEOMUENNT,
cenTn4ecknn apTpuTt, amnmnema niespbl, CENCcuc).

10. I'Iepcmcmg%rougﬂ KaHOMO03Has MHADEKLMS KOXKM N CIIN3NCTBIX Y AeTeil
cTapLue 1 rofia Xu3Hu.

11. XpoHuyeckas peakums T aHCI'IJ'IaHTaT-I'IgOTVIB-XO3FWIHa (Hanpumep: HesACHble
apuTeMBI Y feTel rpyaHoro Bo3pacta).

12. Peuwnm%l4p¥roLHaﬂ cucTeMHas MH(geK s, Bbl3BaHHAsA aTUMUYHLIMU
MWKODAKTEPUSIMM (HE TOMbKO OAHOKPATHbIE LelHble NMMMMDAREHNTbI).

Hactopaxusarowue npusHaku MUA y s3pocnbix:

1. YacTble rHovHbIe 0TUTbI (He MeHee 3-4 pa3 B TEYEHME OAHOTO rofa).

2. YacTble CMHYCUTBI, MPOTEKAIOLLME B TSXENON opMe.

3. Tskenoe Te4eHne GPOHX0-NEroYHON NaTONOMM C YacTbIMU PELIMANBAMN.
4. ToBTOpPHbIE rMyBokue abeLecchl KoKW UM BHYTPEHHWUX OPraHoB.

5. HeobxoammocTb B AnuTensHoM vn-lor,%a BHZT MBEHHOW Tepanuu aHTMBUOTUKaMMU
ANs KyNMpoBaHUsA UHAeKLMK (00 2 mecalies 1 onbLue).

6. MepeHeceHHble He MeHee 2 pa3 rmybokue MHGEKLMM, TAKNE KaK MEHMHTUT,
OCTEOMMENNT, CENCUC.

7. ATVnn4HOE TeYeHne remaTonornyecknx 3abonesaxmi.
8. ATNnNYHOE TeyeHMe ayTOMMMYyHHbIX 3a60neBaHuii.

9. Peumnmsvg)ayro 1€ CUCTEMHbIE MHGEKLMW, BbI3BAHHBIE AaTUMUYHBIMM
MUKOOAKTEPUAMM.

10. PeuuavsmpytoLime onnopTyHUcTMYeckue nHdekumun (Pneumocystis carinii n gp.)
11. MNoBTOpHbIE AMapewm.

12. Hannuve Z POACTBEHHUKOB NEPBUYHbIX MMM¥HOAe$M|J.1IMTOB, PaHHNX cmegTeM oT
TSKENBIX MHADEKLIMM NI OGHOTO 13 BbILLENEPEUNCTIEHHBIX CUMMTOMOB.




BapuaHThl

ArammarnobynuHemus c otcytcTeuem B-numdounTtoB (bonesHb
bpyToHa, oeuunT TsSHKENbIX P-Lenen n ap.)

[MnorammarnobynmHemMmnsi ¢ HU3KMM\HOPMarsbHbIM YNCIIoM B-
numdouunTtos (00LWKMin BapmabdenbHbin UMMYHOAEMUUMT, AepPuumnT
monekyn CD19 n gp.)

HapyLueHl/le nepexknyYeHnAa CUMHTE3a KilaCCoB I/IMMyHOFJ'IO6yJ'II/IHOB

CenektuBHbIN geuuunt IgA

Oednunt n3oTnnoB Unu nerkux uernen MMmMyHornooynmnHoB

Nednunt cneundpunyecknx aHTuTen ¢ HopmMmarsibHbIM YPOBHEM
NMMYHOTTI00YJTMHOB




ATAMMA (TMNOrAMMA) MOBYNUHEMWA (

[Jeghexm ummyHHOU cucmembli

. (MyTaLms reHa LuTonnasMaTnyeckon
. TUPO3WHKWHA3bI, Y4acTBYIOLEN B CO3peBaHN B-n)
([ ]
. TOnNbKO 4515 ManbY1KOB — PELeCCUBHbI TUM Hacneao0BaHMS
X = xpomocombi(1 : 1000000), nposiensetcs ¢ 5 — 8 mecsLeB
. Jlokanmm3anus nedekra B xpomocome: X 21.3 — 22(b+k).
Knuxuka.
. PeLuansupytoLLye rHoiHble MHAEKLUMM NpUaATOYHBIX Nasyx Hoca, CPeaHEro yxa, KoXu;
. MHeBmoHus — 40% annepryeckue peakuum Ha a/b, atonuyeckue

LepMatuTbl, 3k3eMa, annepruyeckun BpoHxuT, GpoHxuansHas
actMa, T.K. cHuxaetcs Ig E
. MeHMWHUT.

[Tpu 0buiemM ocMompe. rnafkme MAHOANMHLI, Menkiue NMMMAOYanbl, HET aAeKBATHOrO 0TBETa Ha UHA
YMEHbLIEHA CENE3EHKA

UmmyHoepamma:

JleyeHue. 3amecTuTENbHAA TEpanus NpenapaTtamit B/B UIMMYHOTTIOBYIMHOB




Jlepexm ummynnou cucmemet:

Knunuueckue RPpU3HAKU.

v/ dedunut Ig A B coueranuu ¢ Ig G, mpuBOANT K pa3BUTHIO aJUIEPTUYECKUX U Ay TOUMMYHHBIX 3a00JI€BaHUH,
PELUANBUPYIOIIUX HHPEKIUNA BEPXHUX JbIXaTeNbHbIX MTyTeH,

XPOHHUYCCKHUX 3a00JIeBaHUI OpraHoOB IMUIICBAPUTCIBHOI'O TPAKTA, 3JIOKAYCCTBCHHBIX onyxoneﬁ.

JucrammarnoOyauHeMHuel MOryT O0JIETh B3POCIIbIE.

Ilpu nabopamoprom obcnedosanuu viAAAIOM:

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

2. HopManbHbIi UK TOBBIIIEHHBIN ypoBeHb Ig M;

3. HopmansHOE KonmmaecTBO B-muM@oruToB;

4. HopmanbHoe komndecTBO T-muMdOIMTOB 1 X CyOKIIacCoB;
5. HopmanbHOEe kosmmyecTtBO NK-KJIETOK.

[Ipuuuna- HapyuieHue nepekaoueHus cuatesa ¢ Ig G Ha Ig A.

Puc. 3. lesouka, 5 ner. MepsusiHblit UMMYHOACHDUUNT: CENEKTUBHBIW
peduumnt IgA. TUNUYHLIE KOXHBIE CUMNTOMBI ALl Ha nuue, oTek ryd

Jleuenue:
1. IlpumeHeHNE aHTHOMOTHKORB C TIPOSTBITCHISIMIT MTH(PCKITITOHHBIX 3200 ICBaH M.

2. 3aMecTuTeNbHAs Tepanus B/B UMMYHOITIOOYTMHAMH.
3. UMMyHOTpONIHBIE TTPENAPATHI.



MyJ'IbTI/ICVICTeMHOG 3abonesanue. KnuHnyeckune NPosABIEHNA 3aBUCAT OT TUMa HacneaoBaHNA ayTOCOMHO-AOMMHaHTHOFOI cnopagnveckoro
nnn aytToCoOMHO-peLieCCUBHOrO.

HOedbekTbl runep-lgE-cuHapoma 1o KoHua He scHbl. [peanonaratot : Jeduumt Tyk-2 (Mpu ayTOCOMHO-PELIECCUBHOM (hOPME) CRYXUT NPUYMHOM
AedeKToB curHanbHoro nytu uutokuHos( OH tuna |, UiT-6, UiT-10, N-12, N-23) n HapywweHus oteeTa Thi-KNneTok 1 NoBbILLEHUS
YYBCTBUTENBHOCTY NaLMEHTOB K 3ab0reBaHNsM, Bbi3biIBaEMbIM BUpYcamm, rpubamm 1 mukobaktepuamu. Mpyn SOMUHAHTHOM
HacnenoBaHWM 1 cropagnyeckumm hopMami fokasaHa porb MyTauuin B reHe STAT3, NpuBOAALLMX K AUCMOPGOreHesy 1
MYNbTUCUCTEMHBLIM HapYLLIEHNAM.

3aboneBaHue MOXET MaHUECTUPOBATL C NEPBbIX HeAenb XW3HU U HAaNOMWUHaET aTonuyeckuii aepmatut. K 3 rogam nposieneHus ocnabesator,
COXPaHSIETCS CYXOCTb U LLENYLLIEHNE KOXKU.

KnuHunyeckue nposiBreHus ¢ aymocoMHO-0OMUHAHMHbIM/ cnopadu4eCcKuM TUMNOM
HacrnegoBaHus

OCHOBHOM NpPU3HaK - NOBbILWEHHbLIN YpoBeHb IgE B cbiBopoTKe KpoBu (Ao 40 000 ME/mn).
o Koxa: ak3eMa, Chblilb Y HOBOPOXAEHHbIX, «X0nogHble» abcuecchl

( T.e. 6e3 ABHbIX NPU3HAKOB BOCMAaNiEHUs1), KOXXHO-CNU3NCTbIN KaHANO03.
e Jlerkue: peunamsupytoLias NHEBMOHUS, NHEBMATOLENE.

* U3ameHeHuA nuua: «rpyboe» nuuo, rnyboko nocaxaHHble rnasa,
BbICTynaoLwmin nogd0opoaok, LUMPOKUIA HOC.

e 3yObl: HapyLwleHne pocTa 3y6oB.

 OnopHoO-ABUraTenbHbIN annapar: NoBbILLEHHOE PACTAXKEHNE CBA3OK,
naTonorndyeckne nepenomsl, CKOmoas.

JlaGopaTopHble aaHHbIe: T IgE, 303nHOPUNnNSN

Puc. 2. Manbuwk, 14 ner. MepeuyHblin UMMYHOAGGULMT: CUHAPOM

Bo3byanTensMm MHOEKLMOHHbBIX 3a00neBaHni BbICTYNaT CTagMITOKOKKN
pexe CTPENTOKOKKN, MHEBMOKOKKWN U rpmnbbl Candida albicans.




JK3eMa

KoxHble abcuecchl
(peunaunsmpyiowme)

MoBTOpHLIE
NMHEBMOHUU

MNHeBMaTOLENE

HeBponoruyeckue
CUMMTOMbI

Backynutbl

BupycHble uHdekuum

Hedopmauus ckeneta

MoBbIWweHHOe
pacTaxeHne CBA3OK

3apepxKa nepBUYHbIX
3y6oB

Hacnenosanue runep-lgE-cuHapoma no ayTocOMHO-peLecCMBHOMY
TUNy o0ycnoBnvBaeT NOSIBNEHNE KNMHUYECKUX CUMNTOMOB,

OTNNYarLWnXca oT NpuBeAeHHbIX KnacCU4eCckunx
NpPOosBIIEHUMN.

B ummyHorpamme: IgE Bbiwe 2000 ME/mn, 303uHodunus.
WccnenosaHne Heobxo4nmMo NOBTOPSATb HEOAHOKPATHO, TaK Kak B
HeKoTopbIX Npobax cogepxaHnme IgE moxet BbiTb MeHbLe 1000
ME/Mn. KoxHble npobbl ¢ annepreHamut 06bI4HO NONOXNUTENbHBI.

Neyenne runep-lgE-cuHapoma: cumnTomMaTnyeckoe, 3TMOTPONHas
Tepanus He paspaboTaHa.

Heobxoouma noxusHeHHas npodunakTuyeckas aHTMbuoTMkoTepanms.

MporHo3 ans Xu3Hy CpaBHUTENBHO 6NaronpUATHbIN, NaLUEHTLI MOTYT
pgoxusatb Ao 18-20 ner.




BapunaHThbl

T(-)B(+) Taxenbih KOMOUHNUPOBAHHLIN MMYHOOEULNT

T(-)B(-) TsKEnbIi KOMBMHMPOBAHHBIV UMMYHOO4EPULINT

CuHgpom OmeH

Hedovunt OHK nurasel 1Y Tuna

Oedununt monekyn KC Il knacca

HOedonunt monekyn 'KC | knacca

Oeduunt CD4

Oedununt CD8




CHUHAPOM OMEHHA.

Onucan B 1965 1. Kak CEMEUHBIN PETUKYIOIHIOTEIINO3 C F03UHOPIITHEH.

Kannnuecku IMPOABJIACTCH -BCKOPEC MOCJIIC POXKIACHHUA, XapaKTCPU3YCTCA
Pa3BUTHCM FeHepaHHBOBaHHOfI OPUTPOACPMHUHU U NCCKBAMAIINH KOXKHBIX

MTOKPOBOB; IMapeci, Temaro cIIiCcHOMeraInen, TnMdaIeHOIaTHEH,
JIMXOPAJKOU.

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

Bans SxoBJjieB, 3 Mec., CHHIPOM o
OMerHa AP y4acTBYIOIIKUX B npoueccax nepecrporiku renoB TCR u BCR.

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

[ToHBIC MyTAIMH 3TUX TEHOB MPUBOIAT K TOTAIBHOMY OJIOKY pa3Butus T- u B-1 ¢ orcyTcTBHeM 3penbix ¢popMm T- u B-n
(T- B-TKU ).

[Ipe-T- u npe-B-n He BbbkUBaIOT npu AuddepeHunpoBKe, eciiu He noiyvatoT curtan ot npe-BCR u npe-TCR
cooTBeTCTBeHHO. Tskenas 1ienb Mosiekyibl [gM u B-1iernnb TCR — HeoO0XoauMble COCTABISIONINE TUX PEIIEITOPOB.
Taxum oOpazoM, IpeaIIeCTBEHHUK TUMQOIMTA HE TTOydaeT CUTHAI U Morubdaet. ITu (HakThl M OOBICHSIOT OTCYTCTBHE
AUM(OIUTOB y MAIMEHTOB ¢ HenpocTarouHocThio RAG1 u RAG?2.

UmmyHozepamma:

IIporuno3 HeOIaronpUsATHHIM.

IIpu 1edeHNH pEeKOMEHYIOT TPAHCIUIAHTAIIMIO KOCTHOTO MO3ra.



ATAKCUA-TENEAHTUIKTA3UA (CUHOPOM JTYU-BAPP)

Hecekm ummyHHOU cucmembi.

Telangiectasia

1. HapywweHnus gyHkumm T- 1 B-numdgoumnTos.

S
Iy
2. [vnonnasus TMMyca, CeneseHkn, MuHaanuH, J1y. ‘E'ﬂj
Teneaurnsktasna \:@
3. CHuxeHue ypoBHsa Ig A, E, G Y
Dilation of
small vessels llokanusayus degpekma e xpomocome: 11922.3 (npoaykT reHa — Benok atm(koHTponb g Aerenepau wepanoi
poao 0 b KNeTOYHOro PocTa, pacrno3HaBaHwe kneTkoun nospexaeHHon AHK u ee L
marks to appear penapauuio Ui 6noKMpoBaHME KNETOYHOTO LMKNa).

on the skin

KnuHuyeckue ocobeHHocmu

4 BpoHxoakTaTnyeckast 6onesHo;

3. BbICOKWI ypOBEHb O-(HETONPOTENHE; - ———
‘T»‘pHFIme,Tb

6. MNopaxeHune cocyamncToit, HEPBHOW, SHOOKPUHHOW, NULLEBAPUTESTBHON CUCTEM,;
7. 3rokayeCcTBeHHbIe OnyXonwu;

8. OTcTaBaHue B yMCTBEHHOM Pa3BUTUM, 3aTOPMOXKEHHOCTb, aAMHAMUS.
TeneaHrnakrasms — nepMaHeHTHOE PacLUMPEHIE MENKNX COCYLO0B KOXM.

ATakcus — HepBHO-MblLLe4HOe 3aboneBaHie, ConpoBOXaatoLLEecs
HapyLLIEHNEM KOOPAMHALIN [ABUXEHUA.

JleyeHue:

1. 3amecTutenbHas Tepanus B/B UMMYHOrMoByMHaMK, FOpMOHaMK TUMYCa;
2. AHTUbaKkTepuanbHas Tepanus, NPOTUBOrPUOKOBLIE Npenapatbl

3. ImmyHoTpONHas Tepanus.

[IpoeHo3: foxmBatoT 40 14-20 net. lpuynHa cMepTi- onyxonu NMMAQONAHOro
NPOMCXOXAEHNS: NMMAOMa, NMMOrpaHynemaTos, ieikos, TKerble

WH(EKLMOHHbIe 3aboneBaHus ¢ NONMOPraHHON HeJOCTaTOYHOCTbLIO




CWHOPOM BUCKOTTA - ONAPUYA

Jeghexm ummyHHOU cucmemb!.

. Hapywenue aktusauum CD4, CD8 numdoumnTos
. HapyLuenne npogykumm ummyHornobynuHa M
. HepocratouHas aktueauust T — ndp, T.K. OTCYTCTBYET rMMUKO3MNTPaHcdepasa.

Jlokanusayus degpekma e 11 xpomocome: X-cLenneHHoe peLeccnBHoe 3abonesanne. MyTauum cBsi3aHbl C aHOManbHOW
akcnpeccueit CD43, nuranga ans ICAM-1, 1 BbINOMHSAOLLYI0 aHTUAAre3NBHYIO (hYHKLMIO. BOnelT Manbymkm.

Knuruyeckue ocobeHHocmu xapakmepu3yromcsi mpuadol cCuMnmMomos:

1. TpomBouuToneHnsa=>remopparnyeckme NPOSBIIEHNS: KPOBOTEYEHMS, NETEXMMN, MAKPO- U MUKpOrematyp
2. JK3eMa, AepMaTUTbI Pa3HOW CTENEHU TAXKECTH;

3. PeKyppeHTHble UH(EKLMN.

JlTabopamopHble nokazamenu :

1. TpombouuToneHus; Tp MeHbLLEro pa3mepa, YeM Yy 300POBbIX NOAEN.

NmmyHo2pamma:

. HapyLeHve gyHKumoHanbHon aktueHoctn CD4, CD8 numdountoB
. Hu3kuin ypoBeHb MMMyHornobynuHos M

. YpoBeHb UMMyHornobynnHos G B Hopme

. KonunyecTso Ig E noBbILeHO




JleyeHue -cumMnmomamuyeckoe.

1. CNNeHaKTOMUSI NMOMOraeT YMEHbLUNTL NPOSIBIIEHNSI FEMOPPAaruieckoro cHapoma.

2. TpaHcnnaHTaums KOCTHOro Mo3ra.

3. 3amecTuTenNbHas Tepanus 3pUTPOLIMTAPHOW MAcCcon NpK 3HAYUTENBHON SPUTPONEHMMN.
4. [Tpn MacCUBHbIX KPOBOTEUEHWSIX NOKa3aHO NepesiBaHne KPoBM.

5. B cnyyae peKkyppeHTHbIX UHAEKLMIA Ha3HAYaoT aHTMOUOTUKNA.

6. [NepennBaHne MMMyHOrnobyn1HoOB.

MporHo3 HebnaronpPUATHLIN

[PUYMHBI CMEPTM TSHKENbIE MHAEKLMM, KDBOTEYEHMS, ManUTHU3aLIMS




CUHOPOM OW-IKOPXKM (TMNO-, ANINA3US TUMYCA)

. HapyLueHve passuTua Tmyca, WMTOBMAHOW, NapaLL TOBUOHOM Keres
B amMbpuoreHese.

KnuHuka:

. Peuuamsumpytowme BupycHble, napasuTapHbie 1 baktepuasnbHble
WHAEKLMN, MUKO3bI;

. [Mnonapat1peonamnsm (CHKEHNE KanbLns - Cya0poru)

. Oncmopdus nuua(nopoku, HECUMMETPUYHOE PACNONOXEHNE OPraHoB,

BOMYbA MaCTb, aHOMANUM Jyrm aopTbl, HENPaBUbLHO CHOPMUPOBAHDI
yLK, paspes rnas)

. HeoObl4HblE TSKENbLIE peakLum (BNIOTb 4O CMEPTENbHOrO UCXo4a) Ha
BaKLMHALWIO

. [Nopoku pa3suTus (aTpesus nuLiesoaa, Heopa3BUTME NOYeK 1
MOYETOYHWKA 1 T.4,)

WmmyHoepamma:

JleyeHue: nepecaaka Tmyca.

[MporHo3:[No HabnogeHuam
nposieneHns cuHapoma Lu [xopaku nocTeneHHO HUBENMUPYHOTCS.

-



XPOHUYECKWUKU CNIU3NCTO-KOXHbIW KAHOUOO3

Heghexm ummyHHOU cucmembi:

FeHemuyeckul degpexm: mytaumsa R257X B reHe AIRE. 21-i1 xpomocombl (21g22.3)
KnuHuyeckue npusHaku crnu3ucmo-KoxHo20 kaHoudo3sa:

1. XpOHNYeCKOe NopaxeHne HOrTeM, KOXM, BOIOCUCTON YacTy ronoBbl, KPYNHbIX 1 MESTKUX
CKNaaoK KoXu, CnunancTbix obonoyek, Bbiasaemoe Candida albicans.

2. ConyTCTBYIOT ayTOUMMYHHbIE 3HAOKPUHHbIE 3a00NEBaHNs, TMNONApaTMPe0s (MbileyHble
6onu, cyaoporu), HagnoYeYHNKOBas HeJOCTAaTOMHOCTD.

3. T'vnepnnasusa nuMgaTuyecknx y3mos.

4. AHOManuu KocTen nuua: ceanoBUAaHbIA HOC.

5. OTCTaBaHue B NCUXMYECKOM W UHTENEKTYanbHOM PasBUTUM.

lpu nabopamopHom o6c¢cnedosaHuuU 8bIsI8ISAIOM;

1. HopmanbHoe konnyecTtBo T-n; Ux HopMasbHbIN NponndepaTuBHbIA OTBET Ha GI'A

2. CHuxeHue cnocobHocTn T-n akTUBMPOBATLCA U NPOAYLMPOBATL NMMMGOKUHBI B MPUCYTCTBUN
Candida albicans.

3. OtBeT Ha apyrve Al 0BbI4HO B HOpPME.

4. KoxHble npobbl Ha aHTUreH Candida oTpuuaTtenbHbl. BmecTe ¢ Tem, rymopanbHblid OTBET Ha
aHTureH Candida He HapyLUeH.

' JleyeHue XpOHUYECKO20 C/IU3UCMO-KOXHO20 KaHOUO03a:

2. [epecapka Tumyca.
3. Tepanusi BHyTPUBEHHLIMU UMMYHOrIOBYNMHAMM.




BapunaHThbl

Taxenas HacneacTtBeHHast HEUTPONEHUS

Linknuyeckas HenTponeHns

Oedununt monekyn agresum (LAD)

XpoHu4yeckas rpaHynemaTo3Has 6onesHb

Hedonunt mmenonepokcmnaasbl

Hedovumnt 6-I A




CUHOPOM HEOAUAKA—XUT'ACU (CHEDIAK — HIGASHI)

Jegpexm ummyHHoU cucmembi: Pefkoe 3abonesaHue. Ha KneTo4HOM YpoBHE NpoSIBSETCS B
BE3MKYIbl
CNWBAKOTCA, B pe3ynbTaTte BHYTPU KNETOK 06pasytoTcs KpynHble, HO YHKLUMOHANBHO
HeeecnocobHbIe rpaHy bl

Jlokanusayus 0eghekma 8 xpomocome: mytaums reHa LYST (anrn. LYSosomal Traffiking regulator),
KoaupytoLlero 6enok opMMPYIOLLMIA BHYTPUKNETOYHbIE BE3UKYIbI. BO3HMKAKOT aHOManuu
nusocomarnbHbix 6enkos, Bknovas HLA knacca I, CTLA-4, rpaH3uMbl U nepthopuH =>
HapyLIEHMe XeMOTakcuca 1 KUNUHIa KNeToK-MULWEHEN, UMTOTOKCUYeCKon akTUBHOCTU NK- 1
LITIT. HacneayeTcs no ayTOCOMHO-PELLECCMBHOMY TuNy.

CumnmombI cuHOpoMma :
*  PekyppeHTHble nHgekumu;

*  YacTWYHbIi MK NOMHbIA anbOUHM3M KOXMW, BOMOC, rMa3 (CIMBLUKECS rpaHymbl MENaHOLMTOB He
coaepxat MenaHuHa) . Koxa 4yBCTBUTENbHA K CONTHEYHOMY CBETY. BbISBNSAOT CBETOBOA3HD,
YMeHbLLEHMEe Cne3ooTaeneHuns, obecLBeymnBaHne pagyxku, UHbELMPOBaHME COCYAO0B; YacTble
KPOBOTEYEHMS;

*  JlumdponponuepaTnBHble 3a60NEBAHNS B paHHEM BO3pacTe;
«  CnneHomeranus BCReLCTBME YCKOPEHHOIO paspyLLEHNst NENKOLMUTOB;

*  [laTonoruyeckne NposiIBNEHNS CO CTOPOHbI HEPBHOW CUCTEMBI B CBSA3W CO CRIUSHUEM BE3WKYN B
HeypoHax.




CMHOPOM YEOUAKA—XUTACU (CHEDIAK —
HIGASHI

mmyHoauarHocTuka. OnpegeneHne aeekTos : haroumTosa; LMTOTOKCUYECKON aKTUBHOCTM
LTI n NK-knetok . OBHapyXuBarT rpaHynoUUTONEHMO, Hanmn4ne ruraHTCckux a3ypodunbHbIX
rpaHyn B nenkouuTax, AatoLmx (+)-peakumto Ha nepokcmaasy, YTo BaxHo A1

OuarHocTMkn cuHgpoma Yeamaka-Xuracw .

leyenne. CumntomaTmyeckoe.

[porHo3 Ans u3Hu HebnaronpusaTHbIA. MPOAOMKUTENBHOCTb XM3HW He NPEBLILLAET 7 NeT.
[prumHbI Tbenn — paHo BO3HMKAOLLME OMYXONK, Tshkernble OakTepuanbHble MHAEKLMM




XPOHWYECKUWN rPAHYNTIOMATO3

. HapyLeHve nepeBapuBatoLLnii akTUBHOCTW HEMTPOMITOB (KMCIOPOA3aBUCUMOroO
MeTabonuama: cHuxeHne aktueHoct HAJL — okcnaasel, HapyLweHne metabonuama
(harouunoB) 1 xemoTtakcuca

KnuHuka:

. PeunamsupytoLme MHMeKUMK, Boi3BaHHbIE ['p + 1 ['p- MUKPOOPraH13Mamy
. dopmupoBaHue rpaHynem B Koxe, NeyveHu, nerkux

. OK3eMaTO3HbI AepmaTut

. BocnanutencHble rpaHynemMbl M abCLECCHI B Pa3fIMYHbIX OpraHax

. ["HOMHO-NPOAYKTMBHBIA NPOLLECC B NEMKMX

. ['enatocnneHomeranusg, nuMmgageHonatuns

NUMMyHo2pamMma:

. HapyLlueHune kucnopoasasucumoro metabonusma Hentpodgunos (HCT-Tecr,
XEMUTNIOMUHECLIEHLINS

JleyeHue: aHTnbakTepuanbHas-Tepanus




. LInknnueckoe n3ameHeHme Konn4yecTea HeMTPOUNOB; LIMKI 00bIYHO
21 neHb

. 13Bbl OKONTOPOTOBOW NOMOCTN (Ha (POHE CHUXXEHWS KONUYECTBA
HeNTPOUMOB); yXyALEHNe CaMOYYBCTBUA Nepes NageHnem ynucna
HENTPOMIOB; COBMAaAEHNE ANN30A0B UHMEKLMN C HU3KIIM YPOBHEM
HENTPOMUNOB (X KONMYECTBO MOXET ObiTb MeHee 1x10%/n)

. [ paHynoumTapHbIN KONOHUECTUMYNUPYOLLMN dhakTop (YMEHbLLAET
CTerneHb NageHnsa ynucna HeMTpogmsoB, HO He OTMEHSIET €ro; YyMeHbLUaeT LWKI
0o 14 nHen); aHTUbakTepuansHas Tepanus (Ko-TPUMOKCa3on).




BapunaHThbl

HOedununt Knaccmnyeckoro nyTr aktnesauum komnremeHTa (C1q,
C1r, C1s, C4)

,D,e(,bI/ILI,VIT JIEKTUHOBOIO NYTU aKTnBaunn KOMIMJieMeHTa

Oedpununt C3-KOMMNOHEHTA KOMMSIEMEHT

Oedununt perynatopHbix 6enkos (aepuunt nHrnoutopa C1-
KOMMOHEHTA)







HACNEOCTBEHHbIN AHTMUOHEBPOTUYECKUU OTEK

Penkoe 3a6onesaHitA&hsanHoe ¢
He4O0CTaTOMHOCTLIO/NEPEN3DbITKOM UM HEJOCTaTOYHOM
aKTUBHOCTbIO , YTO
NPUBOAMT K HEKOHTPOSIMPYEMbBIM BHYTPEHHUM PeaKkUMaM B
KPOBW U NPOSBNSAETCS B BUOE OTEKOB Ha TETE.

Onga HAO xapakTepHo:

*  HeOoOHOKpaTHble OTEKWN KOHEYHOCTEW U NL;

*  HEOJHOKpaTHble 3Nn30/bl "0ecnpuinHHbIX" BONEn B XUBOTE;

e OCMNOCTb ronoca v 3atpygHeHue ObixaHus;

*  TOXOXWE CUMMTOMbI Y KOrO-nnbo U3 pofCTBEHHUKOB.




HACNEACTBEHHbIVN AHTMOHEBPOTUYECKUWN OTEK

Oanya 1. O QepeHyMSNnsHO -AHErHOCTHHECKHE NDUIHIAKM HECNEACTEEHHOIO HANNEPIruvecxoro
SHruoHespoTuYecxoro orexsa [6, 9)
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HACNEOCTBEHHbIU
AHT’MOHEBPOTUYECKWUU OTEK (HAO)

 JleyeHwe Bo Bpems ocTpbix npuctynos HAO
* JleyeHune JOMKHO ObITb HAYATO HACTOSLKO PaHO, HACKOSIbKO 3TO BO3MOXHO!
* 1. KoHueHtpat C1-uurnbutopa (C1-INHIBITOR).

2. AHTaroHucTbI peLenTtopa K bpaaukuHuHy: Firazyr (Icatibant) (Tonbko ons B3pocnbix, B
neauaTpum UCCnefoBaHNs NPOQOMKaTCS).

3. WHrnbutop kannukpeunHa: Kalbitor (Ecallantide).

» 4. Cexe3aMopoXeHHas nnasma, ecnm HeT BO3MOXHOCTH 1Cnonb3oBaTb npenapatbl C1-
WHrMBUTOPa U OpYyre COBPEMEHHbIE NeKkapcTBa.

5. AHTUUOPUHONUTNYECKIE NpenapaTsl (E-aMMHOKaNPOHOBAs KMCNoTa)

6. [penapatel, NoBbiwatowme yposeHb C1-uHrnbutopa (aHgporebl: 4aHasorn, CTaHo30:M).




: IMMYHOIJIOOYJIMH Y€JIOBEKA HOPMAJIbHBIN [ B/B BBEJCHHUSI, XyMOIJIOOWH,
WHTPArIOOuH, HCHTaFJIO6I/IH aKToram

¢uiarpacTum, HEUNOreH, JIGMKOCTUM, MUEIACTPa, JEHKOMAKC, TPAHOIUT, JICHKOIIMTapHBINA
TpaHcep-phakTop

I/IHTepq)epOH J'IeI7IKOLI,I/ITaprIl7I qenoseqecmm (MeikunHDEPOH, J'IOchepOH) BC)
cbﬁ\pB?H Apea(bGDOH MHTegd)epOH anbda2 (Buoe

0
WHTepdepoH anbda-2a (PoghepoH) HTEPgePOH anbma-2 TeBup, IHTPOH AQ E& VIHTe €pOoH
6eTaq(§ BeGmcb %BOHGKC gf ViHTepdepoH beTa- 1b(|5eTacbep0Hr|3t5 P, VTP Pepep

Wntepneitkun1B (Betaneitkun) O, Nutepneikun2 (Pokonemkun)®0

Jluzame 1 mukpoopeaHusmos: puoomyuun, MPC-19, umyaoH
BpoHxomyHan, BlM-4(BakumHa NONMKOMINOHEHTHas), COMNKOYPOBaK, py3am




