IlepBuuHbIe
HMMYHOAC(PUIUTHI

—



IlepBuuHble yMMYHOAeduumThI (I1TW /1)

1 DTO T€HETUYCCKHU JICTCPMUHHUPOBAHHLEIC MOHOTCHHEIC
3a00J1€BaHMs, IEPEAAIOIINECS KaK ayTOCOMHO-
perieccuBHbIN (AP) nnu X-cluerjieHHbIN NPU3HaK.

1 Berpeuaercs u ayToOCOMHO-ITOMUHAHTHBIN THUIT
HACJICIOBAHUS.

—



0 B zawume opeanuzma npunumarom yuacmue: T u B ag,
NK-xnemku, kiemxu MOHOUUMAPHO-MAKPOGDHA2aibHOU U
MUCTOUOHOU JTUHUL

i Ilpeowecmeennux T-, B-, u NK-knemok - I'CK.

11 Bnok co3pesanus unu ougpepenyuposKku Kiemox
npuBooOUm K ympame nocieoyiouux 36eHves
UMMYHUmMema.




KiavHn4yeckue nposiBJICHMA:

+ Tspkeno mpoTekaronre HHOEKIMOHHBIEC 3a00JICBaHUS
% AyTOMMMYHHbIE 3a00JICBaHUSI

< lloBBIlIEHHAs CKIOHHOCTH K Pa3BUTHIO
3JI0Ka4Y€CTBEHHBIX HOBOOOpA30BaHUIU




XaAPAKTEPUCTUKA HHPECKIINHA

1)  Hauaio B paHHeM BoO3pacte

2)  Jlokanu3anus: apIxarelbHbIM TpakT U JIOP-opransl
3) IlopaxxeHne KOXKH U CIU3UCTHIX

4)  YCIIOBHO-TIATOT€HHbBIE U BUPYJIEHTHBIE MO

5)  Tskenoe TeueHue

6) Penmnus

7)  3anepkKa (PM3UUECKOro pa3BUTHS

8) Coueranue 2 u 00JI€ XPOHUYECKHUX 3a00JICBaHUI

\



XapakTepHbie MH(pEeKIIHOHHBIC NposaBaeHus U /1

Xapakr-Ka

Bo3zpact

ITaToresHbI

[Topax.
OpTaHbl

KomOunup. U]

Pannee nauano, 1-3
MEC.

bakr: kak npu B +
MUKOOAKTEpUU
Bupycsl: repuec,
3HTEpOBUpPYyCHI, CMV,
BHUPYC DIIITENHA-

bapp

['puObI ¥ Hapa3UTHI:
KaHIu/aa,

KPpHUIITOCIIOPUIAHUHA

OtcTaBanue B Gpus.
pa3BUTHH, TOPAKEHUE

JIETKUX, Auapesi, KaHI1103

KOXH U CIIU3UCTBIX.

Mpuemyu. B-

KJI 1e(peKThI

ITocne |
MaTEPUHCKHX a/T,
5-7 mec.

bakT.: ctpenro- u
CTa(pUIIOKOKKH,

KaMIIUJI00aKTepUH.

Bupychr:
DHTEPOBUPYCHI.

Herpes zoster

[NapazuTtsl: giardia
lablia

ITHEBMOIIUCThI

IToBTOpHBIE
uHpeKIun
peECIIMPATOPHOTO
tpakra u JKKT,
DHTEPOBUPYCHBIN
sHIE(DATUT

darouuTapHbie
nedexTbl

PanHee Hauasio

BakT: cTapuiokokKy,
IICEBIOMOHAIa
Serratia, Klebsiella
Salmonella

I'prObI ¥ apa3UTHI:
Kanmuna, Nocardia,
Aspergillus

I'Hoitabie MHDEKITUN
KO>XKH THOMHBIN
auMoaIeHuT,
MIEPUIOHTHUT, SI3BEHHBIN
CTOMATHT, a0CIIECCH],
OCTEOMUEIIUT

HedexTnl
KOMILJIEM.

JIr060i1 BO3pacT

bakr:
Neisseria, E.
coli

MeHuHTHUT,
MOBTOPHBIE
uHeKIuu
pecnupaTopHOro
TpakTa



1. Jledeknl nuddepeHIMPOBKN U co3peBanus 1d.

CD8+
[MporeHnTop [MporeHnTOp
Nnumdbo/mueno TuB
PeTMKyﬂﬂpHaﬂ T-B- TKHH: T-B+ TKUH: TCR- TKUH
AncreHesuns *IlIBeitnapckuii eX-cuemn tun | |"Aedext CD4- TKHH
. peapaHKUpPOBKHU
.EEEEOM Omera AP TRHH JTledexr CD3 CD8- TKMH
Cunnpom ln
Hedexr ADA Jxopmxa
Hedext PNP




TKHWUH

Jlnsa 6onpHbIx TKMH xapakTepHo B 1bi€ Helenu KU3HU
HAYaJIO0 KJIMHUYECKUX NPOSIBICHUU :

XapakTepHas Tpuaja (guapes, THEBMOHMS, MUKO3
CIIM3HUCTHIX ), 0aKTEpHUAIbHBIC U TPUOKOBBIC MOPAKECHHUS
KOXH Y CIIU3UCTBIX

BUPYCHBbIC HH()EKIIUU
TUIIOIIa3us TUM(OUIHON TKaHU
OTCTaBaHHUE B POCTE U MAacCCe
APUTPOICPMHUS




1) PeTuxkyasipHasi JUCreHe3usi

1 Penkoe 3a0oeBaHuEe XapakTepu3yroIuecs a1e(peKTom
CO3pEBaHUS BCEX JIMM(MOUIHBIX U MUEIIOUIHBIX KIETOK.

7 Y OOJBHBIX B KOCTHOM MO3T€ OTCYTCTBYIOT TPAHYJIOIATHI U
UX IIPEAIIECTBEHHUKMY.

1 B nepudepuueckoii KpOBU CHHUXKEHO COJCpKaHUE
TUMQOILMTOB

1 B OpraHax KpOBETBOPEHUS OTCYTCTBYIOT CTPOMAJIbHBIE
PETUKYJISPHBIC KIIETKH.

1 IlpuunHa - He sCHa.




2) Hpetinapcknii vn (T-B-) — mposeisgercs T u B
aTuM@OIUTO30M ¢ araMmaniooynuaeMued. CuHapoM
MIOJTYyYWJI HA3BaHUE B CBSI3U C BOSHUKHOBEHHUEM TSXKEIJIOM
(bOopMbI HUMMYHHOTO JIe(hUIIUTA y AETEH, MPOKUBAIOIIMX B
[IIBenapnm.

3) Cunapom Omena (T-B-) - xapakrepuzyercs
n03uHOGMIMEN 1 TKII HHQUIBTpalKen psaaa OpraHoOB: KOXKa,
K-K, [ICYCHb, CEIC3CHKA.

4) X-cuemnennsiii TKUH (T-B+) - Haubomee
pacapocTtpaHeHHas ¢popma. XapakTepusyeTcs 1e(heKTOM Y-
nenu NJI-2,4,7,9,15, 21 R.




X-cuemiaeHnubii TKUH.
«MaJpuuK B ckadganape»

1 JpeBun @unmun Bettep - B Teuenue nepsrix 10 cexyHa mocie cBoero nosisiieHus Ha cgeT (1971 r.) Obut nomemén
B 00€33apakeHHYO IJIACTUKOBYIO CPEly — ITy3bIPh-U30JISTOP, CTABIINMN JIs1 HETO KUIBEM Ha BCIO MOCIIEAYIOIIYIO
KU3Hb.

=y




5) Ayrocomuo-peneccuBHbii TKUH (T-B+) -MyTanius B reHe
nporenHkuHasbl Jak 3. Jak 3 saxcnpeccupyercs B mumMdouHOM
TKaHU. JTO BhIpakaeTcs n30aMpoBaHHbIM M1 03 mopakeHus
JIPYTUX OPTaHOB.




6) Cunapom In Ixopaxka (T-B+)

1 Jedekt pazButus T KII€TOK CBA3aHHBIM C MUKPOOKPYKECHUEM.

0 CuHIpOM IpEaCTaBiIsaeT COOOM MHOKECTBEHHBIE aHOMAJINH
TUMYCA, T, CEPALA, MAapaIUTOBUIHBIX XKEIE3 C
rUInoKaiblueMuen u cynoporamu. llopoku paszsurus
[MUILIEBAPUTEIBHOTO TPAKTa

1 W1 cBsI3aH ¢ ruIoruia3ue Tumyca.

IIpoao/KUTEIbHOCTD JKH3HH: JICTAIBHOCTD
Ha 1 mec. xu3Hu - 55%), B epBrIe 6 Mec. -
86%.




4) Metabonunyeckune gedektbl (TKUH)

. Jeduuut anenoszunae3zamuHasbl (ADA).
1. Jeduuut nmypunaykneosuadochopuiiassl (PNP).

ADA u PNP nipuBOAsIT K HAKOTIJICHWIO TOKCUYHBIX
IPOAYKTOB, KOTOPBIC ACHCTBYIOT Ha JI(.

ADA npotekaert Tsoxenee (T-B-),conpoBoxaaeTcs CKeJIETHbIMU
HapylIeHuIMU. HapyIliieHrss OKOCTeHEHHS IIPUBOASAT K
neexTy peOepHO-XPsIIEBbIX COSAUHEHUH, AP opMaIuu
KOCTEU Tasza.

PNP (T-B+) conpoBoxagaeTcss HEBpOJIOTHUECCKUMMU
OMCTBaMU.




Ilporno3 npu TKHWJI

HeoOnaronpusitabiid. CMEPTH B IIEPBBIC 2 TOJ1a )KU3HU

Jleuenne TKUH

Eouncmeennwiit cnoco6 neuenus - mpaHcniarnmdauuz KM.

S3amecmumenvHas mepanusi- 6/6 Ig

Hnmencusnas aumubaxmepuaibias, npomusocpudKosas u
NPOMUBOBUPYCHASA MEPAnUsi — 8 Nepuoo NOO20MOBKU K
nepecaoke KM u noucka oonopa.

IIpu ouacnoze TKHH mnaoenyes nomewiarom 8
cneyuanbrvlie 2Homoduono2u4decKue OOKCol.




11. Jledpexbl qudGhepeHIIMPOBKU U CO3PEBAHUS
B.uag.

AkTmnBauus B

Flna3|v|aTV|L|
CK [MporeHuTOp Mpo-B 3penas B (nepekn
TuB n3oTuna)
T-B- TKNH *XLA *I'mnep IgM OBNH

(6-ub BpyToHa) Cunnpom

-CHIgA *Tpansuropnas
Mumnanenueckas Cun npom HeiimMren
I'unornoOynuHemMus

\



1) X-cuermiennasi araMmmarjiooyannemus (0-
Hb bpyTroHna)- myranus btk.

1 3aboJeBaHUE XapaKTepU3yeTCs araMMarioOyJIMHeMUen
1 OTCyTCTBYIOT 3p€jbie B KT B KpOBH.

1 BaxHbIN NpU3HAK — TUIIOIIA3Us TUM(POUTHON TKAHU: HET
MUHIAJH, MEJIKUE JTUM(OY3JIbl C OTCYTCTBUEM B-30H.

1 IloBbImeHas OpeapacoIOKEHOCTh K THOMHBIM HH(EKIIHSAM, HO
BUPYCHBIC HH(EKIUH IIPOXOISAT HOPMAJIBHO.

1 OTtcTaBaHHUE B POCTE, UBMEHEHUE (POPMBI TPYAHOHN KIIETKH
1 AyTOMMMYHHBIEC HAPYILICHUS

X-cuenul.
AP ¢popmbl




2) CesleKTHBHAsI HEAOCTATOYHOCTD IgA
(CHIgA)

1 Pe3ynprar oTCyTCTBUA CO3pEBaHU [gA-IIPOAYHMPYIOIINX
KJIETOK.

XapaKTepHbI:
-aJJIEPTUYECKUE
-2y TOMMMYHHBIE

I I Y S N A

-uH(peKunoHHbIe 3a00neBanus (JIOP opransi,
OpOHXO0JIETOYHBIN TPAKT)

0 Jleuenue: 0CHOGHblE KIUHUYECKUE NPos6ieHs. He nokazamnvi
npenapamoul 1g

.




3) runep-IgM-cunapom.

[ToBTOpPHbIE NHJEKLUN
AyTOMMMYHHbIE pacCcTpoucTBa
OHKOorn4yeckme OCrnoXXHeHus
[emaTonorndyeckne HapyLleHus

I s [ S

[TopaxeHus pecnmpaTopHOro
Tpakta- Ha 1 mecte. CUHyCHUT,
BPOHXUT, NMHEBMOHUMN.

« [AaCTpoaHTEpPONOrnyeckmne
HapyLLUEHUSI- I3BEHHbIE NMOPaXXEHUS
KKT.

K/
%®

AP-dopmbi (31T)

[ cD4oL
] CD40

% MauptenT ¢ HIGM T1-cHHApOMOM



4) OBHUH (o0mas BapuadejabHasi HMMYHHAasA
HET0CTATOYHOCTD)

1 SBisieTcs KOMOMHUPOBAHHBIM /] T.K. BBISIBICHBI
nedextsl Tad.

1 OCHOBHBIEC KIMHUYECKHUE CUMIITOMBI- TIOBTOPHBIE
nH(peKu pecnrparopHoro Tpakra u XXKT.

1 BpICOKa 4acToTa 3JI0KAYE€CTBEHHBIX OIYXOJIEU
0 Iloreps Beca, nuapes.

\



5) Cunapom Helimeren

1 Hedexr penapannun JJHK.
1 KomOounaupoBannsbiii M/ (rumo- nim
araMMariaoOyJaInHeMus, HapylieHue GpyHkuuu Tad)

1 Kiunuyeckue npusnaxu:

1 Mukpouedanus

0 IITnube nuno

0 bosnbiion HOC

1 MH(peKIMOHHBIC OCI0KHEHHUS

1 310Ka4€CTBEHHBIE HOBOOOPA30BaHMUSI.

\




Jleuenue

1 3aMeCcTUTEIbHAs Tepanys npenaparaMmu Ig B couetaHuun
C aHTMOAKTEPHUATBLHOMN TepalueH.




11l. Hapyuwenuns MHC/TCR
B3anMoaeucTBuUSA

I[e(bI/IHI/IT : : Hurakrowilt nmporeim A
HLA I '

% ITpoteacoma

e : s«Hapcakas nportonnos
TAP1/TAP2 | . =
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HocTanka HLAI TCR/CD
HLA11+ AT - 7
. 14 NOBECPXIOCTL aHTHTeH -~ - -
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Hedurut TCR
(myrarus RAG1/2)

CuHIpOM ToJIbIX J(.
(nedexT peryasTopHbIX
(aKTOpOB)

Hedumur CD3 yu ¢




1 Kpome TUITMYHBIX KIUHUYECKUX pru3HakoB TKNH mis
nepexkroB MHC/TCR xapakTepHa acconpanus ¢
ayTOUMMYHHBIMHU (PEHOMEHAMH (Fr€MOJIMTHYECKas
aHEeMUsl, DHTepONaTHsl, HPOAYKIHUS ayTOAHTUTEN )




1IV. Cungpom Buckorta-Ongpunya

1 Mytanus reHa 6enka WASP (perynupyet nutockenet B I'K)

0 Knrouesvie KIUHUYECKUE NPUSHAKU.!

0 TPOMOOIIUTONICHUS
0 DK3ema
0 KomOuHupoBanusbiii U]

XapaxkmepHas
mpuaoa

1 TsHKeJble MH(PEKIUHU (CEerncrc, TIHEBMOHMS,
MEHHUHIUT, OTUT, 1Uapes)

1 Omyxoau

1 I'emopparudeckue nposiBICHUSA




O

JledeHue:

tpaHcmianTanuda KM ot HLA naenTudHoro noHopa
AHTHOHOTHUKOTEpAIIHS
3aMECTUTEIbHAS TEPaITs

J1J1s1 KynmupOBaHUSA TAXKEIBIX KPOBOTEUCHUN
IpOOOAUTCS IEPEIUBAHUE TII.

IIporuo3: rudesb OT KPOBOTCUCHUS




V. ATakcua- teneaHrunakrasmnsa (nedekr

penapauvu AHK)

] TIPOrpeCCUPYIONIAs MO3KEUKOBas aTakcus (HapyIIeHUE
KOOPAUHALIMU JBUKCHUN )

Tpemop
Hapymenue peuun

TeJICAaHTUAIKTA3UHU KOXKH U CKIIEP
HapacTaromas IucTpodus
MOBTOPHBIE MHMPEKIIUU PECTTUPATOPHOIO TPaKTa
OHKOJIOTMYECKHE 00pa30BaHUs
KoMOunupoBanusiit 1J1

O O O o o &g &3




LIpooonacumenvrocms sxcusnu 0o 20-30 nem

Jeuenue:

0 Teparust HEBPOJIOTUYECKUX PACCTPOUCTB

0 AHTHOaKTepHanbHas TEpanus

- 3aMECTUTENIbHAS TepaIus

0 IIpotuBoBHpYyCHAs M TPOTUBOIPUOKOBAS TEPAITHS




V1. IPEX-cuHapowm

Hedexr T reg

* AyTOUMMYHHBIE TTOPAKEHUS dHIOKPUHHBIX
\ CD4+ OpPraHoOB , MUIIEBAPUTEIBHOTO TPaKTa.

) CD25* *VBeaMYeHHAS TyBCTBUTEIBHOCTD K
UHQEKIHSIM
(cercuc, MEHHHTHUT)

*Tspxernas nuapesi, KaXeKcus,
caxapHbIil 1uadeT
1 Tuna

FOXP3

TCR Peptide—
MHC class | or class |l

X-CLIeIJICHHBIN TUIT




VIl. AyTOMMMYHHbIW
numdonponudepaTMBHbIU CUHOPOM

CD95L l [lepBuuHbIC Ae(PEKTHI AONTO3a

ALPS Caspase-8
Caspase-1 i)/ TUMQOITUTOB.

B pesynbrare:

' DISC,
| caspase-8 1) HesnokauecTBeHHas
‘and caspase-10 |g nMponporpeparms
T i 2) Tunepnponykums Ig
3) BrIpaboTka ayTOaHTUTE

KIIMHU4YeCKNE NPpU3HAKH:
JIumdoaneHomnarus
I'emarocnenomeranus
AyTOMMMYHHBIE T€MOLIMTOIICHUHN
AyTOMMMYHHBIE pACCTPOWCTBA

HhWN —




VIII. X-cuenjieHHbIN
JuMdonpoanudeparuBHbIN CUHIPOM

e XapakTepu3yeTcs HeCIIOCOOHOCTHIO
SAT &r"& SLAM pasBuBars 1O k EBV.

benok SAP urpaer Benyuryro posib B
IPOTUBOBUPYCHOM UMMYHUTETE.
Ecnu HeT Oenka, To CUrHal He TPOBOIUTCH,

MPOUCXOJIUT MOJUKIOHAIbHAS AaKTUBALIHS
Bind.

-
Proliferation

inhibited Knnanyeckast 0COOEHHOCTD: TSIXKEIIOE

TCUCHUC I/IH(l)CKHI/IOHHOFO MOHOHYKJICO3a.




V1. JledekTsl cucreMbl haronmuro3a

1 Hayaio ¢ nepBbIX HEZEIb, MECSIIEB KU3HU
1 ONOU30/bl JJIMTEIBHOU JIMXOPAIKH

1 I'HolHBIE MH(PEKIUM KOXKU U MOAKOKHOM KJIETUYaTKU
pa3IMYHOM JoKaIu3auu (adciecchl, (hJIerMOHbI)

1 PeumauBupyronne rHOMHbIEC MH(MEKIUU: CTOMATHUT,
IuM}aJICeHUT, CHHYCUT THEBMOHMS

XpoHun4yeckas rpaHynemaro3Has
oones3Hb




VIil. llecheKTbl CUCTEMbI KOMNJIMMEHTA

Onucanbl 1€(DEKTHI BCEX OCHOBHBIX OEJIKOB CHCTEMBbI
KOMILJIEMEHTA.

JlehuuuT 0€IKOB KOMIIEMEHTA MPUBOAUT K HAPYIICHUIO
BBIBEICHUS U3 HUPKYJIUPYIOLIEH KPOBU MUKPOOHBIX TEJI U
MMMYHHBIX KOMILJICKCOB.

Bozboyoumenu:
ITHEeBMOKOKKH
IIceBnomMoHaabI
[Iporen
Hericcepun

Anruonespotuueckuii orek (C1)




