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Onpeaenenue

e UMMYHOZE(PUIIUT — 3TO ITOHUKECHUE
(PYHKIIMOHAJIbHOM AaKTUBHOCTH OCHOBHBIX
KOMIIOHEHTOB UMMYHHOUW CUCTEMBI, BEYIIEE K
HapYIICHUIO 3allIUTHl OpraHru3Ma OT MUKPOOOB 1
IIPOSIBJISIONIECECS B HOBBIINICHHON HH()EKIITMOHHOM
3a001eBaeMOCTU. IMMyHOAES(PUITUTHI ACTISATCS Ha
[IEPBUYHBIC Y BTOPUYHBIE.



IlepBuuHbIE UMMYHOAEPUIUTHI

3TO BPOXKIECHHBIE HAPYILIEHUS UMMYHHOU CUCTEMBI,
CBSI3aHHBIC C TCHETUYECKUMHU Je(heKTaMH OJHOIO HJIH
HECKOJIBbKHUX KOMIIOHEHTOB UMMYHHOM CUCTEMbI, 8 UMEHHO:

* KOMILJICMEHTA,
* (paroumnTO3a,
* TYMOPAJILHOTO U KJIETOYHOI'O UMMYHHTETA.

pELUAVBUPYIOIINE, XPOHUYECCKUE HH(PEKIIUN BBI3bIBACMBIC
ONIMOPTYHUCTUYECKMMHU WJIM YCIOBHO-NIATOTCHHBIMH
MHUKPOOPTaHU3MAMHM.

YacTo OBIBAIOT aCCOIMMPOBAHBI C aHATOMUYECKUMHU U
(PYHKIMOHATLHBIMHA HAPYIICHUSMH JPYTUX CUCTEM
OpraHu3Ma.



Oco0eHHOCTH HH(PEeKIUI NMPH MEePBUYHBIX
HUMMYHOIdEePUIIUTAX

e IloBTOpHBIE (YalIe 0OBIYHOI0) WM XPOHUYECKHUE
e MyabTu(oKaJIbHBIE

* HeoObIYHO NpoTEKAIOIIIHE

* HeoObIYHbIC BO30YIMTEIH

Conymcmeyrwouwiue HeuH@eKuuonHvle CUHOPOMDL:
e I'py0oe orcraBanue B Gpu3nuecKoOM pa3BUTHH
 ['acTpodHTEPOJIOrNYECKHUE HAPYIICHUS
* I'emarojiornyecKue paccTpoucrea
 DHAOKPHHONIATHH
* OHKoJIOrHYeCKHUe 3200/ 1eBaHUA
* AYTOMMMYHHBIE PACCTPOCTBA



BropuuHbie HUMMYHOAEe(DUIATHI

e Hapy1eHuss HUMMYHHO# CHCTEMBI, KOTOPBIC Pa3BUBAIOTCS B
MO3/IHEM MMOCTHATAIBLHOM MEPHOJIE N Y B3POCIBIX U, KaK
IPUHSTO CUUTATh, HE SBISIOTCS PE3YJIBTaTOM KaKOT0-TO
T€HETUYECKOro Je(EeKTa.

* Tpu GopMBI:
— IIpuoOperennas,
— HMunyuupoBanHas
— CrioHTaHHas.

XPOHUYECKUE, PEIUAUBUPYIOIINE, MHPEKIIMOHHO-
BOCHIAJIUTEIBHBIE TPOLIECCHI OPOHXOJIETOYHOIO anrapara u
OKOJIOHOCOBBIX MPHUAATOYHBIX T1a3yX, YPOTCHUTAIHHOTO U
KEITYT0YHO-KUIIIEYHOI0 TPAKTOB, IV1a3, KOXKU U MATKHUX
TKAHEW, BBI3BIBAEMBIE YCIOBHO-IIATOTEHHBIMU
MUKPOOPraHU3MaMHU C aTUIMMMYHBIMU OMOJIOTMYECKUMU
CBOMCTBAMM M YaCTO C HAIMYUEM MHOXKECTBEHHOU
YCTOMYMBOCTH K aHTUOUOTHUKAM.



AKTyaJIbHOCTb IIPOOJIEMBEI

[ IlepBuuHbIie UMMYHOAS(MUIIUTHI — OOICe
qacToe 3a00JI€BaHUE, YEM ATO
IIPEANOIAracTCs BpayaMu

[l YacToTa MOXET B OBITH COIOCTAaBUMOI C
4aCTOTOM OCTPOTO JICUKO3a U JIMM(POM Y
JIeTEU

v/ | unommarsocTuka



Kiaaccudpukanus nepBUIHbIX
HUMMYHOIEe(PUIINTOB.

1. HegocTaro4HOCTH T'YMOPAJIbHOIO 3BE€HA
nmmyHuTtera (50-60%)

2.HepocrarouHocts T — KJII€TOYHOIO 3BE€HA
umMmyHuTera (5-10 %)

3. KoMOMHMPOBAHHAA HEAOCTATOYHOCTDH KJIETOYHOIO
U TYMOPAJbHOIO 3BeHA UMMYHHUTeTAa. CHHIAPOMBI
TSAKEJI0r0 KOMOMHMPOBAHHOIO MMMYHOAe(PpUIMTA
(TKH) (20-25 %)

4. HeqocTaTOYHOCTH CUCTEMbI KOMILJIEMEHTA (He
0o.J1ee 2%)

S. HemocTaro4HOCTH CHCTEMBI (PAronuro3a
(10-15%)



MNepBUYHbIE NMMYHOAE(NLUNTLI
rymopanbHOro 3BeHa

1 AeammaanobynuHemus, cyernsieHHasi ¢ X-XxpoMocomou
(60os51e3Hb BpymoHa)

1 O6bwuu eapuabenbHbIl UMMYyHOOeguyum

1 CenekmueHbIU uMmmyHodeguuyum (IgA, IgG)

1 TpaH3umopHasi 2uno2ammaasiobynuHemusi y demeli



ArammarnoobynuHemus, cuenfieHHas
c X-XpoOMOCOMOM

" BnepBble onucaHa O. bpytoHom (1952 r.)
KNWH. cryydan — 8 neTHUin Maneyuk (YacTble rHoMHbIe NHADEKLMN - HauynHas ¢ 4-neTHero Bo3pacta 14 pas

nepebonen
MHEBMOHWEN, HEOAHOKPATHbIE Crlydan cencuca, BbiI3aBaHHOMO O4HMM U TEM Xe cepoTunom Pneumococcus,

gg@mgﬁﬂﬁﬁ%@ﬁﬁ’“ﬁﬁﬁ}ﬁ%ﬁmfﬁﬁﬁﬁﬁiTBBfR”(’Bﬁi*fﬁ*ff’éaﬂrﬁ%ine
kinase) npuBoauT K HapyLleHUI0 nponudepauum n
AandhdepeHUUPOBKU Npe-B-KNeTok, YTO BbIpaXaeTcH B
OoTCyTCTBUMU 3penbix B-JIh n nnasmatuyecknx KneTok

"1 lNoBbIWEHHaAa YacToTa MEHUHIUTOB,
OTUTOB, CUHYCUTOB, 3aboneBaHNn OblX.
nyTen, Bbi3BaHHbIX
MHKancynupoBaHHbIMW NaTtoreHamu: S.
pneumoniae, H. influenzae type b, S.
aureus, and Neisseria meningitidis

Pre B cell }




ArammarnoobynuHemus, cuenneHHas
c X-XpOMOCOMOM:

I Pe3koe cHuxXeHue B nna3me Kposu IgG, IgM n IgA;

1 CopepxaHue Al-cneundpunyHbix AT B CbIBOPOTKe
PEe3KO CHUXEHO

' 3Ha4YuTernbHOe CHMXeHue B nepudepunyeckon
KpoBuU 3penbix B-numdouutoB

" Konn4yecTtBo T-KNneTok B npeperniax HoOpMbl, UX
pyHKUMA He HapyLUueHa



Oowmn BapnabenbHbI UMMYHOAEDULUT:

"I Hnskum ypoBeHb IgG (50%)
1 YpoBeHb IgM u IgA cCHMXeH B MeHblUuen CTeneHu

1 HapyweHue cuHTe3a AT B OTBET Ha BCe TUMDI
aHTUreHoB

" Konn4yectBO B-KNneTok B HOpme

7 NoBbIWeHHasa YacToTa pa3BUTUSA 3N10Ka4YeCTBEHHbIX
HOBOOOpa3oBaHMN U ayTOMMMYHHbIX 3a00neBaHUN



CenektuBHbin gedunumt IgA:

1 YacToTa: 1:500
NMpuunHa: MonekynsapHbIn AereKkT TOYHO He u3BecteH. brnok

andpdepeHumpoBku B-numcpountoB B IgA-npoayumpyrowime
nrasMaTuyecKme KneTku
Bo3pacTt nposiBrieHnsA: paHHUN OEeTCKUN, NOAPOCTKOBbLIN

| KnuHun4yeckmne BapuaHThbl

0eccMMNTOMHbLIN
noBTOpHble nH(pekuumn JIOP-opraHoB, BepXHUX AbliXaTesibHbIX

nyten (OPBWU, puHUTBLI, CUHYCUTLI, OPOHXUTLI), pexe - NUogepMuu,

MH(EeKLUUN MOYEeBbIBOAALUMNX NYTEN, IHTEPUThI
annepruyeckue nposiBrieHus (NuwlieBas, NbinbLueBas anneprus)
ayTOMMMVYHHbIe 3aboneBaHusa (cKknepoaepMusi, BATUIIUIO,

aVTOMMMVYHHbLIV TUPEeoOUanuT)




CenektuBHbin gedunumt IgA:

1IgA<5mg/n



CenekTuBHbIn UMMYHoaedunuuT IgG:

' Pacnpegenenune — IgG1 (60-70%); 1gG2(20-30%);
IgG3 (5-8%); 1gG4 (1-3%)

11gG 2 & 4 ---- benKoBble aHTUreHbI

11gG 1 n 3 ---- nonncaxapupbl aHTUreHbl (S. pneumoniae, H.
influenzae Tnn b, Pneumococci n N. meningitidis

1 Oedounumt IgG1 (kpanHe peako); IgG2 —
npenmyLiectBeHHO y aeten; IgG3 — y B3pocnbIX;
lgG4 — B coyeTaHuu c IgG2



CenektuBHbIN uMMyHoaeduuunt IgG:

o HOeduuut IgG1 - peunamnsmpyoine bakrepmnansHble MHEKLNN
NPENMYLLECTBEHHO AblXaTeNbHbIX MyTEN (PUHUT, OPOHXNT,
nHeBmMmoHus). XOBJ1. Jegpuuum IgG1 4acto coyeTaeTcs C
aepuuymtom IgG3-aHTUTEN.

e Oedowmumt IgG2 — nHpekumm (CMHYCUTbI, OTUTLI N MHEBMOHNN),
BO30yaMTENAMN KOTOPbIX ABMAKOTCA 6akTepun, B COCTaB
000104KM KOTOPLIX BXOOAAT nunononucaxapuabl (Streptococcus
pneumoniae, Haemophilus influenzae tnn b, Pneumococci n
Neisseria meningitidis). Jegpuuyum IgG2 4acTo coveTaeTcs C
nedununtom IgA n /vnu gedomumtom IgG4.

e CenektuBHbin gedpuumnt IgG3 cnocobcTBYET pasBmUTULO
NHMPEKUMIN pecrnMpaTopHOro Tpakta (PUHUTbI, BPOHXNTI,
NHEBMOHNU) N CUHYCUTOB. KOMBUHUpPOBaHHbLIN aedonunt IgG3 n

IgG1-AT - peunansmpyroime NMHMEKLUUN, BbI3BAHHbIX 8UPYCOM
rpocmozo aeprieca.



TpaH3nTOpHan
rmnorammMarnooynmHemMumsa y oeten

« HaynHaeTcsa ¢ 6 mecsua XNU3Hu

« 3aKkaH4ymnBaeTcqd K 4 roay

* Peunausupyrowme UHMPEKLUUN BEPXHUX
OblXaTenbHbIX MyTEW, CpeaHero yxa,
KoK, cnmn3nctbix >KKT 1 MmovyenonoBbIX
nyTeu

« 3aepxKKa co3peBaHUA T-KneTok —
HapyweHue cuHtesa AT(7?7?)
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JlabopaTopHasa AguarHocTuKa nepBUYHbIX
rymopanbHbIX UMMYHOAeULUTOB

[] YPOBeHb dHTUTEsN B CbIBOPOTKeEe

‘| YpoBeHb aHTUTesN Ha BakKUMHaLUI0, NPOBeAeHHYI0
paHee

I l'ymopanbHbIX OTBET Ha BakumHauuio (Pneumovax)
1 YpoBeHb cybknaccos IgG

- KonnyecTtBo B-numdcountos



TecTtol 1-ro ypoBHS OLIEHKHU B-
CHUCTEMbI UMMYHHUTETA

e UMMYyHOIIIOOYIMHBI G, A, M B CBIBOPOTKE
KpPOBH;
* UMMYHOITIOOYIHH E B CBIBOPOTKE KPOBHU;

* OIIPEIECICHUE IIPOLIEHTA U A0COIIOTHOTO
koandectBa B-mumdomuros (CD19, CD20)
B IepU(PEeprUICCKON KPOBH.



TecTthl 2-ro ypoBHS OLIEHKHU B-
CUCTEMbBI UMMYHUTETA

onpenerieHme cybknaccoB UMMYHOrobynmHoB, ocobeHHo IgG;
YPOBEHb CEKPETOPHOro IgA;

cneunduyeckme AT K HEKOTOPbIM aHTUreHam (CTONOHAYHBIN K
ONPTEPUNHBIA @HATOKCKHbI, BUPYCbl KPaCcHYXM 1 NonmMomMmnuenmTa,
Haemophilus influenzae)

B N — 4-x kpaTHOe 1 nocrne 0yctepHoOn O03bl .

OLeHKa NpoayKuum aHTUTES K nonucaxapuaam rnocrie BBeaeHuns
MHEBMOKOKKOBOM BaKuUMHbI (Pneumovax)

CNOCOBHOCTN NMMMOUNTOB AaBaTb NponudepaTUBHLIN OTBET Ha
B-(cTachunnokokk, nunononucaxapua 3HTepobakTepun) u
T-B-(MuTOreH nakoHoca akcmpaaupyembil U3 KOPewkKos
pacmeHusi Phytolacca americana ) MUTOrEHb!.



OcHOBHbIe BO30yaAnTenn MHMeKuun
npu rymopanbHbIX UMMYyHoAedUUTax

NMOreHHbIe BHEKJIETOUYHbIE 0aKTEePUHU
* CTPENTOKOKKH
* CTa(HUIOKOKKHU
* MHEBMOKOKKHU
* Hemophilus influensae

BHPYCHI
« sHTepoBUpychl ECHO u Kokcaku
e Herpes zoster

npocreninue
e Pneumocystis
e (@iardia lamblia



Koppekuusa rymopanbHbIX
nMMyHoaedpumumuTOoB

| 3aMecTUTenbHasa Tepanusa npenapartaMyv UMMYHOINIOOYNMHOB UNKU
CBeXe3aMOPOXeHHOU Nna3Mon ¢ MOMEHTa YCTaHOBIEeHUA AnarHosa
NOXW3HEHHO

Cxema 3amMeCcTUTENIbHOM UMMYHOTEpanMm B peXXnMme HacbILWeHUs
BBUI 0,1-0,2 r/kr 2 p/Hepento

Cxema nogaepxunBarollen 3amecTUTeNNbHOU UMMYHOTepanuu

BBUI 0,1-0,2-0,4 r/kr 1 p/mecsy,

| MopAaepxaHue KOHUEeHTpauuu lg B CbIBOPOTKE Ha YPOBHe
800-1000 mr/n

| NPOTUBOMUKPOOHaA Tepanns MHPEKLNOHHBLIX NOpPaKeHUN
(QHTUOMOTUKM LLMPOKOIro CreKTpa AeUCTBUSA B BbICOKMX
[03ax)



[lepBUYHbIE UMMYHOAEMNLNTLI KIETOYHOro
3BeHa

1 CuHppom Oun-IOxopoxu

1 'mnep-lgM cuHapom



CvHppom Ou-[xoppoxu

Yacrora: 1:3000 — 1:6000
[Ipununna: myTamuu B 22-i1 xpomocome (22ql0, 22qll).

MHOXECTBEHHbIE aHOMAJIMU JACPUBATOB 3 U 4 KaOCPHBIX AT -
TUMYCA, JINIA, CEPALIA, TAPAIUTOBUIHBIX KEIE3

JledbeKThl PyHKIIMOHUPOBAHUS APYTHUX OPraHOB U CUCTEM:
e ['unomiasus Tumyca
e I'mnonaparupeos, rHNOKAJbINEMUA, CYIOPOTH
* llopoku pa3BuUTHs KPYIIHBIX COCYIIOB
* YMCTBEHHBIC JE(EKTHI
e JlebeKThI CTPOCHMA JIUIA, BOJYbS MACTH
 TTopoku pa3BUTHS MUILEBAPUTEILHOTO TPAKTA |
* [IpoaoKUTENbHOCTD KU3HU: JI€TATBHOCTD
Ha 1 mec. xu3nu — 55%, B riepBbIe 6 Mec. — 86%.




'vnep- IgM cuHapowm:

| HapyweHue nepekntoyveHus nsotunos Ig c IgM Ha IgG m IgA

1 MpuunHa: otcytctene CD40L Ha T-kneTkax

J lgMunm gD

[lepexnioyenme
KNaccos Ig

MyTaLmm
B reHe Ang ' N "
.D40-nuraxpa \ IgG unn IgA /




'vnep- IgM cuHapowm:

-~ PeungnBnpytouime pecnmpatopHble
MHdEKUMN, Bbl3BaHHbIE
MHKaMNCcynmMpoBaHHbIMW naTtoreHamu: S.

pneumoniae, H. influenzae type b, S. Hyper g oS
aureus. —ed

| Bo3pacT nposiBneHus — ¢ 5-6 mecsueB

| PUCK pa3BUTUA ayTOMMMYHHbIX 3a6oneBaHuM,
BbICOKas 4acToTa pa3BMUTUA 3/I0Ka4yeCTBEHHbIX HOBOOOpa3oBaHUM



'vnep- IgM cuHapowm:

"I Hn3kune 3Ha4vyeHums IgG (<2,5r/n) n IgA (<0,05r/n)
7 YpoBeHb IgM B HoOpme unu noBbIlLeH
I Kon-Bo T- u B-numcountoB B HoOpmMme

" HapyweHue akcnpeccumn CD40L



TecTbl 1-ro ypoBHSA OLEeHKU T-CUCTeMbl
MMMYHUTETA

* 00IIEE YUCIIO JUMQPOIMUTOB;

* % H a0COIMIOTHOE YMCJIIO 3penbIX T-TMM(MOIUTOB
(CD3) 1 AByX OCHOBHBIX UX CYONOITYJISILINI:
XenrnepoB/uHAYKTOpoB (CD4) u
KuJIepoB/cymnpeccopoB (CDS);

* MpOJU(EPATUBHBIA OTBET HA OCHOBHBIE T-
MHUTOIEHBI: (puToremMarrimoTHHUH (PI'A) u
KOHKAaHABAJIMH A.



TecTbl 2-ro ypoBHSA AnNA oueHKu T-
CUCTEMbl UMMYHUTETA

IPOAYKIMS IIUTOKWHOB (MHTEpJIeUKUHA-2, (M1JI-2),
nJi-4, NJI-5, 1JI-6, UH®-y, ®DHO-o u ap.);

AKTUBAILMOHHBIE MOJIEKYJIBI Ha IOBEPXHOCTHOM
meMOpane T-nmumdoruros (CD25, HLA-DR);
skcnpeccust moJiekya aaresun (CD11a, CD18);

npoar(epaTUBHBIN OTBETA HA CHEHU(PUUECCKUE
AHTUTCHBI, Yallle BCEr0 Ha AU(PTECPUMHBIN 1
CTOJIOHSYHBIM aHATOKCHHBI



lNepBUYHbIE KOMOMHNPOBaHHbLIE
nMmmMmyHoaedpununtbl (OedeKkTbl KNeToOYHOro W
rymopanbHOro 3seHa)

1 CnHagpowm Jlyn-bapp (Atakcus-
TeneaHrnakrasus)

1 Taxenbin KOMOMHUPOBaAHHbLIU
UMMYHOoOePULUUT



ATakcusi-TeneaHrmaktasus

Yacrora: 1:100000 — 1:1000 000
Xapakrep HACJIeI0BAHUS: AYyTOCOMHO-PEIEeCCUBHbIN

IIpyyuHa: MyTallM¥ B PA3JIMYHBIX XPOMOCOMAX
(XpoMoCOMHAasA HECTAOUJIBHOCTD):

HapyumieHus pynkuuu IHHC

I'unomiasus rumyca, JUM@MPaATUIeCKUX Y3108

HapyluueHue popmupoBanus T-KJIETOYHOIO peuenTopa u
CHUHTE3a MMMYHOIJIO0OYJIUHOB (KOMOMHUPOBAHHbINI
UMMYHOIE(PUIUT)

Hapymenue pynknuu ATM-kuHa3bl (ataxia telangiectasia
mutated protein Kinase), yyacTByruiei B penapamuu
nospexaenun J1HK.



ATakcusi-TeneaHrmaktasus

Teneanrnaktasbl Heilpoaerenepartuensie

KiroueBbie KIMHUYECKHUE IPU3HAKM:
* IMPOrpeccCUpPYIONIAA MO3KEYKOBAS ATAKCUS
* MporpeccUpyroumas JeMeHIus R
* TEJECAHTMIKTAZHM KOMKHM U CKJIE

° IMNOIUIA3USA BUJIOYKOBOW KeJie3bl, JMM(OY3JI0B, MUHIAAIUH
* HapacTrapumas Jucrpodus

°* MNOBTOPHbIC HHPEKIUN KOKH U MATKUX TKAHEH, .
pecnuparopHoro rpakra u JIOP-opranos, JHTEPOKOJIUT s

Becnnogue K HOHH3NpYHOWeny
¢ HeollJia3nuu !.HI/IMQDOMI)I, JICﬁKO:i, J]HM!DOFQ&H!JIOMZ\TOGB!

H3NYy4eHH

KiiroueBble MMMYHOJIOTHYECKHE IPU3HAKH
e nedunur IgA, HopMaIbLHBIN WJIH CHUXKEHHBIH ypoBeHb IgG

* JUM@OUHUTONEHHUS, MPOrpPecCUpyIoIIee CHUKEHUE KOJIUYecTBA T-1MMm(
UX PYHKIMOHAIbHOW AKTUBHOCTH

e IIpomo/xurtebHOCTD KM3HU 10 20-30 Jer




Tshxenble KOMOMHUPOBaHHbLIE
nmmyHoaeduumntol (TKUAO)

Hekotopsie pa3HOBUIHOCTH Myranus B | @eHOTHIT
TKI]L reHe

CuenieHHbI# ¢ X-XpoMOCOMOM IL2R T(-) B(+) NK(-)
(MyTanuu y-1enu )

AYyTOCOMHO-peLeCcCUBHbIN

Jak3 Jak3 T(-) B(+) NK(-)
ADA ADA T(-) B (-) NK(-)
IL-7R a-uenb IL7Ra T(-) B(+) NK(+)
CD3dumde CD3 dore T(-) B(+) NK(+)
RAG1/RAG2 RAG1/RAG2 | T(-) B(-) NK(+)
Artemis ARTEMIS T(-) B(-) NK(+)
CD45 CD45 T(-) B(+) NK(+)




MexaHuam TKN

|
CHOPMA B

-
% [esokcuaneHO3uH

TeXia

“‘3 -
MpoMeKYTOUYHBIA
NPOAYKT CUHTE3a
[HK

AJlA cBasblBaeTcA
C Ae30KCHaaeHo-
3UHOM W
npespamae‘r ero
w CMMHO3WH

i@ HE TOKCHW4YEH

[ledbeKkT reHa ageHo3nH JeaMmnHasbl
(ADA) npnBogunT K HAKOMMNEHUIO
TOKCUYECKUX MPOAYKTOB
(oeokcnageHo3nHa) —

1)HapyweHue cnHtesa [HK
2)obpasoBaHue S-

afieHo3unroMoLumncTenHa

O0ba BeLlecTBa TOKCUYHbI AN
He3penbIX IMMMPOLUUTOB — PEHOTUN

| T(-) B (=) NK(-)

Lednunr ALLA l

HapyweHue
CBA3bIBAHMWA C
Ae30KCHageHos

w NOBblIWEHNE €I0

KOHUEHTpauun

po

m ADA
mm Jene

Chromosome 20



KnunHunyeckue NMPU3HAKU TAXKEJ10ro

KOMOMHMPOBAHHOIro MMMyHoaeduumuTa

Ha4yano 3aboneBaHusi — nepBble HeAesnu Unn Mmecsubl XXU3HU
Bo36yautenu nHcgekunm - 4yawe BUPYChI U rPUBLI, pexe - bakTepumn

Tunu4Ho coyeTaHue 2-x N 6onee NPU3HaKOB:

OcnoxHeHusa nocne BakumHauuu BCX, Bnnotb A0 ANCCEeMUHNPOBAHHOMN
nHdeKumnm

YnopHasa anapes B Bo3pacTe 2-6 mecsiueB, He nogaaroLancsa Tepanum
MNMpekpaweHne npnbaBKkn Macchbl Tena, HapactaHue guctpocpun
KaHanaos3 KoXu u CnM3ncTbiX, BUCLepanbHbIN KaHANAO03

Tskenas NnHeBMOHUSA

KoXHasf cbinb HESICHON 3TUONOrnn

Tsaxenble opMbl BUPYCHbIX UH(EKUUN (repnec, uLuTomMeranusa, BeTpsiHas ocna)
JIlnmdoneHua, runonnasua numcponaHon TKaHU

NMpoaonKuTenbHOCTb XXU3HU — B cpeaHeM A0 2 net




JlaboparopHbIe NPU3HAKH

* TUM(DOTICHHUS, O0YCIIOBICHHAS OTCYTCTBUEM

T-mamdonuTtoB, pe3koe cHrkeHue CD3,
CD4, CD8-kieToxk.

* PE3KOE CHIKCHHUE (DYHKIIMOHAIBHOM
AKTUBHOCTH T-ITUM@OLIUTOB

* CHIDKCHUE UMMYHOINIOOYJINHOB. YPOBEHB
MMMYHOITIOOYIMHOB M B-KJI€TOK MOXKET
ObITh HOPMAJICH, HO OTCYTCTBYET
r'yMOpalbHBIN OTBET Ha BBeacHHE Al



Bo3MoXxHoCcTu Koppekuun T -
numdounTapHbIX/KOMOUHNPOBAHHbIX
uMmMyHoaedpmumToB

[MporHo3 npu TKUL — HebnaronpuaTHeI. CMepTb B NepBble 2 roga
XKUSHW.

JleyeHune:

nomMmelleHne pebeHka B “0e3MnKpobHYL0” cpeay (cTepunbHasi nanaTa c
NaMUHapPHBLIM TOKOM BO3ayXxa)

NPOTMBOMUKPOOHAas Tepanus LLUMPOKOro crnekTpa (aHTubakTepmanbHas,
npoTnBorpnbkoBas, MPOTUBOBMPYCHAsA, aHTUNPOTO30MHAs)

3aMecTUTEeNbHas Tepanus HeAOCTaTOYHOCTM aHTUTEN -
MMMYHOINOOYNWH B/B, KOPPEKLUS OOMEHHbBIX HAPYLUEHUI C MOMOLLIbIO
napeHTepanbHOro NUTaHus

TpaHcnnaHTaLnsa KOCTHOro Mo3ra B NepBble 3 MEC. XXMU3HU
reHoTepanus
3anpelleHa BakLMHaUUa X1UBbIMU BaKLMHAMMU



HedekTbl cuctemMbl parounTosa

HegoctaTouHOCTb harounToB MOXKET ObITh
obycnosreHa HapyLleHnem npoueccos 1)
nponugepauuu,

2)anddepeHLPOBKH,

3)xemMmoTakcmca HeEUTPOMUIoB U Makpodraros
7

4) cobCTBEHHO npoLiecca garounTosa



HepocTtaTO4yHOCTbL CUCTEMbI haroumTo3a

 NedeKkT agreamm nemKounToB
e CUHAPOM “NeHunBbLIX NIeUKounToB”
o XpoHn4yeckas rpaHynematTo3sHas 0ornes3Hb

e CuHapom Yeaunaka-Xuracu (gedexr
XeMoTaKkcuca)

e HeutponeHuu (cuHgpom KocTtmaHHa,
LUKNn4yeckast HeuTponeHus)



KnuHnyeckue npusHaku gedeKkroB
darounTtosa

MaHudeCcTUpyoT C NepPBbIX HEOENb, MECSLEB
XN3HU

Anu3ogbl ANUTENbHOM NMXOPaaKM

[ HOMHbIE NMHMEKL NN KOXN U NOAKOXHOWU
KNneT4yaTKu pasnnuyHon nokanmsaumm
(omdpanuT, abcuecchl, nerMmoHbl)

Peungusunpyrowme rHomHble MHEeKLMN:
cToMaTuT, NIMMdaaeHUT, CUHYCUT, MHEBMOHMUS



OcHoOBHble Bo30yaAnTenun nHdekummn npwm
AedeKkTax parouutTapHoOro aBeHa

pamoTpuuaTenbHble KUWEeYHble U MUOreHHble BaKTepuum:
Staphylococcus

*Pseudomonas

*Klebsiella

*E.Coli

*Salmonella sp.

*Haemophilus influenzae

*Serratia,Burkhotderia,Noccardia - peako

] puobBI:
Candida

Aspergillus sp
Mucor mycosis
Criptococcus

Ipocreimmue:
Pneumocystis



XpoHun4eckas rpaHynemarto3Hasa 60one3Hb
Yacrora: 1:200 000 — 1:500 000

Xapakrep HacjaeI0BaHMsA: X-CIEIUICHHBIN I ayTOCOMHO-PEIIECCUBHBIN

Ipuynna: Hapyiienue cuHTe32 aKTUBHBIX (POPM KHUCJI0POAA, HAPYIICHUE
NepeBaprBaroicii aKTUBHOCTH HEUTPODUIIOB.

HpOﬂBHHCTCH cl-x HCACIb, MCCALICB )KU3HU

AOcI1IECChI KOXKH, TTOJKOXKHOM KJIeT4aTKH ( aOCIECCHI,
(ypyHKYJIE3bI, TAPaPOKTHUT)
Y THOMHBIC TMM(a eHUTEHI

BcenencTBre reMaroreHHOTro pacpoOCTpaHEHUs
HH(PEKIUH MOTYT ITOPaXXaTbCsl APYyTHUE OPraHbl:
JIETKUE, IEUCHb, KOCTHU, IIOYKH U T'OJIOBHOI MO3T
e Acneprusies JErkux, TyOepKyse3 JerKux

e 50% O0oabHbIX morudaetr a0 30 Jgert



Oedunumnt Mmonekyn agresamm neMKouuToB

e obycnoBneH geheKkTom MOrieKysn UHTErpuHOB
N CeNeKTUHOB —HapyLueHue XxeMoTakcuca
NIeMKOUUTOB, X aare3vu K 3HAOTENIMIO0
cocynoB, nogaBneHue pPonnuHra
(nepekaTbiBaHMe NEUKOLMNTOB Ha
aKTUBUPOBaAHHOM 3HAOTESIUM COCYAOB) U
MUrpaumm NeMKoumMToB B oYar BocnaneHus
—AncceMmHauma bakTepumn.



CuHpapom HYegunaka-Xuracu

Xapakrep HACJIeIOBAHUS: Ay TOCOMHO-PEIIECCUBHBIM

IIpryuHAa: HapyIIeHHEe XeMOTAKCHCA, IETPAHYJISAIUN,
ne(eKTOM JHU30COMAJTBHBLIX MEMOpPaH U

3AMEIJICHUEM BHYTPUKJICTOYHOI'O KMJIJIMHI' A 68KT€QI/Iﬁ

* CHWXKEHHE PE3UCTEHTHOCTH OpraHn3Ma K THOMHOM
MH(PEKIUN

PATHPEDIA.COM

e TlonHBIA UM YACTUYHBIN AJIbOMHU3M
« dotodobus
e Tuneprumpos

¢ TICIIAaTOCIIJICHOMCTI aJINA




HedeKkT xemoTakcuca
CUHAPOM «JIeHUBbIX JIEUKOLIUTOB»

e KoMOMHMpPOBaHHBIN A€()EKT CHOHTAHHOM
MUTPaALlMU ¥ XeMOTaKcHuca (haroiuTos,
CONPOBOXKIAECTCH TAXKEIOW HEUTPOICHUEH.
HapyiieHue BbIxoa JEMKOIUTOB U3 KOCTHOTO
MO3Tra.

* Kimmanuecku nposBisIETCA y A€TEU B BUIE
TSHKEJIBIX TOBTOPHBIX MH(MEKIIMKA, 0COOCHHO B
BHUJI€ MUKPOAOCIIECCOB.



Koppekuust ne(peKToB (haroumurosa

* [1lpodmnakTnyeckune Kypchbl
aHTMbakTepuanbHOM Tepanuu,
NPOTUBOrPMOKOBON TEpanumu

 [1penapatbl NOH-y (ycuneHune xemoTakcuca,
doarounTapHom n bakTepuumMaHON aKTUBHOCTU
dharounTtos)

* iIMMyHOrnodbynuH ans B/B BBeAEHUS
* TpaHcnnaHTauusa KOCTHOro Mo3ra
* [eHOoTepanus



TecTbl 1-ro ypoBHS oueHKu paroymtosa

* a0COIIOTHOE YHCI0 HEUTPODUIIOB U
MOHOIIMTOB;

* HTHTCHCUBHOCTD ITOTTIOMICHUS MUKPOOOB
HEUTpO(PHIaAMH U MOHOLIMTAMU;

* CIIOCOOHOCTBh (PAroLUTOB K JIM3UCY
MUKPOOPraHU3MOB.



TeCcTbl 2-ro ypoBHSA OLleHKU haroumuTosa :

* UHTCHCHUBHOCTDH XCMOTAKCHUCA (baFOI_II/ITOB;

 skcnpeccus moaekya aare3uu (CD11a, CDI11b,
CDll1c, CD18) na Henrpoduiax.



Oedununt cuctembl KOMNIeMeHTa

HapylieHne HenTpanmsaumm MMKpoOoB N BbiBEAEHUS
N3 LMPKYNUpYyoLWen KpoBU MMMYHHbLIX KOMMIEKCOB.

Bosbyaurtenu:
[ THEBMOKOKKM
[lceBgomMoHaabl
[lpoTen
Hewnccepuu



KimHan4eckue mposiBJIeHUSA

Oeduvumnt C1, C2, C4 — pa3sBmBarOTCA UMMYHOKOMMIIEKCHbIE
cuHgpombl (CKB-nogobHble 3aboneBaHust, rnomepynoHedpuThl,
XpOHUYecKne BacKkynnTbl) (HapylieHve anumuHaunm VK)

Oedununt C3-kOMNOHEHTA- NOBTOPHbIE BakTepuanbHble MHEKUUN,
0COBEHHO BbI3blBaEMbIE MHKAMNCYNMpPOBaHHbIMU BakTepmnamm
(CTPENTOKOKKN, MEHUHIOKOKKN, reModonsibHasi nano4yka)
(ocnabneHwne oncoHunsaumm —C3b)

Oeduvumnt C6, C7, C8, C9 - nHekuunmn, BbidabiBaEMbIE HENCCEPUSIMN,
MEHWHIOKOKKaMM, TOHOKOKKaMn U NpoTeKatrLLlue B Buae
cenTuuemMmn, MEHMHIMTOB, apTPUTOB. (HapyLleHne obpasoBaHUS
MAK)

Oedununt C1-nHrmbutopa nposiBnseTcs peunanBmpyroLLnmm
oTekamn KBuHKe nobon nokannsauyum (HacneaCcTBEHHbIN
aHMMOHEBPOTUYECKUIN OTEK)




HacjieacTBeHHBIN AHTHOHEBPOTHYECKUHU OTEK
(HAO)

Tun 1 — otcytctBmne C1 nHrmbumntopa (KorimdecTBeHHbIN AeUumnT)
Tvn 2 — C1 MHriMbuTop ecTb, HO HEAKTUBEH (CTPYKTYPHbLIN OedEKT).

OTCyTCTBME KOHTPOMS 3a KAackaaoM akTUBaLMK 6EeNKOB CUCTEMbI
KOMMJIEMEHTA

EGCKOHTpOJ'IbHaﬂ aKTnBauna CMCTtemMbl KOMMINEeMeHTa rno
KnacCn4eCcKkomy nyTm npmBoanT K runpenpoaykumnm
Ba3oaUATaTopoB

Prekallikrein

Kallikrein

Plasminogen Kinogen

Plasmin Bradykinin

Angioedema
Fibrin ————» Degradation Products
* C2 Kinin

C1 ——— Activated C1
*

C2 — C2b

* Inhibitory Action of C1-INH



HaceacTBeHHbIM AHTHOHEBPOTHYECCKHHU OTEK
(HAO)

e OcobeHHocTU O.: GrnegHbIN, O4EHb NITOTHBLIW, MEIOLLMIN YETKYIO rpaHuLy Co
3[10pOBOWN KOXeW, 3axBaTbiBaloLLM OT 3-4 CM B AMaMeTpe 40 DonbLKnxX y4acTkos; 6e3
rmnepemumn («xonoaHbie O.»), C YYBCTBOM «HAMpPSKEHUS», «pacinpaHms TKaHeN».
XapaktepHbl 6onesHeHHble O. nuua, TynoBuwa, KOHEYHOCTEN, HEPEeaKO O4HOW N TOW
Xe nokanusauun («umknuyHble O.»). [pn HagasnuBaHumM Ha O. AMKM He OCTaeTCs.

* Yetkasa cBasb O. KOXu nU/unun crnmsncTelix obonodek, abgomuHanrmm (A.) ¢
TpUrrepamMmm: MexaHM4eCckom TpaBMOW, MHTEHCUBHOCTb KOTOPOM MOXET ObITb CaMOWN
pa3HOM — OT JIErKOro CAaBneHnsa ogexaomn Nnu nerkoro ywmnba v Jo nepenoma KocTtu
(B TOM 4Ymncne CnopTMBHbIE N NPOU3BOACTBEHHbIE TPaBMbl); BO3HNKHOBEHMEe O. rnocre
9KCTpakuum 3yba, Xmpypruyecknx onepaummn, UarHoCTUHECKNX MaHUMynsaumn
WHBa3WBHOIO xapakTrepa.

* Bo3HukHOBEHME O. KOXM U/MnNu cnn3ncTbix 06ono4vek n A. NnpM UHTEHCMBHOM
don3nYEeCKON Harpyske, oxnaxageHum, NCUXo3aMoLOHanbLHoOM rneperpyske, Ha poHe
NHGEKUMOHHBLIX 3aboneBaHnin, MEHCTPyauumn (4acto A4ebroT B NogpOCTKOBOM
BO3pacTe), NnpnemMe nepoparsbHbIX KOHTPaLENTMBOB, BO BpeMsi 6epeMeHHOCTM.




HacjieacTBeHHBIN AHTHOHEBPOTHYECKUHU OTEK
(HAO)

OvarHocTuka U NpuHUMUNbI Tepanuu:

KauyecTBeHHbIN Unn KonnyecTBeHHbIn gedmunt C1-nHrmbutopa B MOMEHT NpUCTyna
O. n/vnu A.

CHmxeHune C4-, C2-, C1-KOMMNOHEHTOB KOMMSIEMEHTA B rnepudepmnyeckomn Kposu. Npu
CHxeHun C8, C9 BO3MOXHO Donee Tsenoe Te4eHue.

[Mepudepunyeckada ao3mHopunus, 1 obuwero IgE, nonoxutensHble
CKapuuKaunoHHble (MNu Npuk-) annepronpodsbl ¢ 6bITOBBIMU, SNNAepManbHbIMN,
NblIbLEBLIMA U MULLEBBLIMU annepreHaMmn He BbIABNSTCS (BO3MOXHO peakoe
covetaHue atonum n HAO).

B/B BBegeHue ouunwieHHoro C1-mHrmbmntopa, HaTMBHOM Nra3mel,
NHrméntopoB pnbpurHonusa (e-aMmMHoKanpoHoBas KMUcroTa)
AHOporeHbl (4aHa3os1, CTaHa3os1, METUITTECTOCTEPOH).

AHTaroHUCT peuenTopoB bpaanknHuHa (dupasmup), MHIMOGUTOP KannekpenHa
(kandwuTtop)

AHTUrMCcTamMuHHble npenapaThbl, ['KC n np. HeadPPEKTUBHBI.




NMPU3HAKW
WMMYHOOE®PULIUTOB

N NX ANATHOCTUKA



[lepBUYHbIE UMMYHOOE(PULUTHbLIE COCTOAHUA:
10 HacTopaxuBaroLWMUX NPU3HAKOB

Yacteie 3a001€BaHUS OTUTOM(HE
< 6-8 pa3 B Teuenue | roga), B
nepBbIe 2-3 Tofa )KU3HU MOXKET
PA3BUTHCA A0 6 SMU30/0B
CpPEIIHETO OTUTA U 2
racTPO’HTEPHUTA B TO/I.

Tsxenpie TOATBEPKICHHBIE
cuHycuThI(He < 4-6 pa3 B
TeueHue 1 roaa)

boiiee IByX mOATBEPKICHHBIX
IMHEBMOHUU

[ToBTOpHBIE NIYOOKHE a0CIECCHI
KOKH WJIH BHYTPEHHHUX OPTaHOB

YacTteie HH(EKINU B COUETAHUH C
AHOMAJTUSAMU CTPOCHUS JIUIIA,
CKEJIETa, CEPALA, KAIICYHUKA U
HAPYILICHUH TUTMEHTAIAU BOJIOC

He menee nByx rimyOOKux
MH(PEKIM(MEHUHTUT,
OCTE€OMHUEJINT,CETICHC)

[Tepcuctupyromnias MOJIOYHHIIA
UJIM TPUOKOBOE TTOPAKEHUE
KOXKM, XpOHUYECKasl KOXKHas
CBIIIb B BO3pacTe B 1 Toj *KU3HU

OTtcTaBanue rpyJlHOro peoeHKa
B POCTE U Macce

[ToTpeOHOCTh B JIUTEIBHOM
Tepalui aHTUOMOTUKAMU JIJISI
KyIIUPOBaHUS MHPEKIUU(JI0 2
Mec uiu 0oJiee)

NHpeKIn TEKyT HEOOBIYHO
JI0JITO ¥ YaCTO PEUUIUBUPYIOT



Kakue aHaan3bl JOJDKEH B IEPBYIO OdYepeb HA3HAYUTh Bpad IIpU
IIEpBUYHOM 00CIIEJOBAaHUM OOJBLHOTO C MOJI03PEHUEM Ha
UMMYHOJI€DULIUT ?

OO1Mi aHaJIM3 KPOBHU C ITOACYETOM (DOPMYJIbI KPOBU U
TPOMOOIIUTOB

2. OmnpeneneHue coaepkaHusl B KPOBU UMMYHOITIOOYJIMHOB

PenTreHorpadus opraHoB I'pyJHOM IIOJOCTH C
BO3MOXXHOUW BHU3YyaIU3alMEeN BUITOYKOBOM XKEJIE3bI

4. Omnpenenenne CD3, CD4, CDS8, CDI11, CD56
[IpoBeneHre KOKHBIX P00 (0OHAPYKUBAETCS aHEPTUS )

6. Iloacuetr HEUTPOPUIIOB U PIOYLTUTOMETPUICCKUN aHAIIU3
(mpu nedunmurTe (GaromuToB)



CITACUBO 3A BHUMAHHUE!



