[lepBUYHbIE UMMYHOAE(ULNTDLI Y
B3POCIbIX:
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MUMMYyHUTET eCTb COBOKYMHOCTb
Ononornyeckux siBfieHUU U NPOLIEeCCOB,
HanpaBneHHbIX HA COXPaHeHne NOCTOAHCTBA
BHYTPEHHEU cpenbl opraHn3mMma oT reHeTU4YeCKu

yyxXaou nHpopmaumm

e OOHMM M3 OCHOBHbIX UICTOYHUKOB TakoW ‘-ly>KepO£l,HOl7|
I/IHCbOpMaLI,I/II/I ABJTAKOTCA 6a|<Tep|/w|, I'IpOCTelZLIJI/Ie, BUPYChl,
Nnapa3nThbl. 3aluTa opraHn3ma ot I/IHCbeKLI,MOHHbIX 3aboneBaHnK
ABIAETCA OCHOBHbIM MNMpegHa3Ha4YeHNneM I/IMMyHHOI7I CNCTEMDbI.

*  [JpyrMm NCTOYHMKOM Yy>XEPOAHOW MH(OPpMaLIMK cryxaT
COOCTBEHHbIE KNETKM OpraHnM3mMa, reHETUYECKMIN annapar KoTopbIX
N3MEHWUICA B pesynbrarte TeX UIN UHbIX BO34EeNCTBUN (Hanpumep,
MyTauus, pagnayms).

e TpeTtun UCTOYHUK YYyXKepoaHON MHPOPMaLIUN — ATPOreHHble
MaHMUNYNAUMU — Harnpumep, TpaHCnnaHTauma opraHoB U TKAHEWN.
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YT0 XKe Takoe ummyHooepmumt?

CocrosiHue, Ip¥ KOTOPOM UMMYHHas
CUCTEMA HECIOCOOHA BBHINOJIHATH CBOU
HOpPMAaJIbHbIe PYHKIMH, 2 UMEHHO —

3P PEeKTUBHO JIMMHUHUAPOBATH YYKEPOAHbIC
areHThl, TAKME KaK 0aKkTepuu, BUPYCHI U
IPUObI




KnuHu4yeckue Knwo4ym K guarHoCcTuke
UMMyHoaeduuUuTa

2.1. Yacrble npocTyaHblie 3a001eBaHu (0oJiee 4 pa3 B rog Vi B3pocJibIX U 0oJiee 6 pa3 y nereil)
2.2. PenuauBupyoimni repmuec, 4-6 06ocTpeHuii B roay

2.3. 3a00/1eBaHUA OTUTOM, He MeHee 2-4 000CTpeHHMid B TeYeHUe OHOI0 ro/Aa AJIA B3POCiabIX U 6 — 8 nist
aereu

2.4. HeCKoJIbKO MOATBEPAKACHHBIX CePbe3HbIX CHHYCUTOB (He MeHee 2-4 000CTpeHnii B Te4eHHe OIHOT0
roja JJsi B3pocCjbIX M He MeHee 4 — 6 pa3 B TedeHHe 0JJHOTO0 roJa y Aereil)

2.5. IToTrpeOHOCTDH B JJINTEJbHOI Tepanuy AHTHOMOTHKAMM JIJIsl KyNUPoBaHusi MH(peKIuu (10 2 MecsilieB
WM 0oJiee)

2.6. boJiee aByX moaATBep:KACHHbIX IHEBMOHUI B TeyeHue 1 roga
2.7. IloBTOpHBIE I1y0OKHE a0cHecChl KOXKU MM BHYTPEHHHX OPraHoB
2.8. I'ny0boxue MUKO3bI

2.9. He Menee nBYX ri1y0oKuX HH(pEKINH, TAKUX KAK MEHUHITUT, 0CTEOMHEJIUT, HEJJIIOJINT, CENCUC B
TeueHue 1 roga

2.10. Oco0eHHOCTH TeUeHHUs TeueHHe HH(PEeKIMOHHO-BOCTIAJIMTEIbHBIX 3a00J1eBAHNI: 3aTAKHOE, BSLJIOE,
XPOHHMYECKOE, YACTO peluJIuBHPYIOIee, HEYCTOYNBbIE PEMUCCHU, CKIOHHOCTh K OCJI0KHEHUSIM U
reHepajan3anumn

2.11. PeppakTepHOCTH K TPAAUIIMOHHOMY JIEYEHUI0, HEOObIYHbIE BO30y1UTE M (YCJTOBHO-TIATOT€HHAS
(duiopa, onnopTyHucTHYecKHe HHPEKINH, MePCUCTEeHIIMsSI BUPYCOB, BHYTPUKJIETOYHBIX OaKTepHii)

2.12. 3MeHeHus B 0011eM aHAJIM3e KPOBH (a0COII0THAs HeliTPpONeHHs, a0COI0THAs JUMdoneHusn),
OMOXUMHMYECKOM AHAJIN3Ee KPOBH (rHMOraMMario0yIMHeMus )
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3aboneBaHusA, NPU KOTOPbIX NOBbILWEH PUCK

[TpnynHa 3aboneBaHne, COCTOsIHNE

Hapymenus CeprnoBUIHOKIIETOYHAS AaHEMUSI, CaXapHBIM 11MA0ET, BPOXKICHHBIE TTOPOKHU

KPOBOOOpAIICHUS cep/ia, BApUKO3HOE paCIIMPEHUE BeH HOT, TUM(MDaHTUIKTA3HUs, [IEPUKAPIUT

OOCTpYKTUBHBIE OOCTpyKIMsE MOYETOYHUKA UITM MOYEHCITY CKaTeJIbHOTO KaHaJa,

HapyLICHUSA OpoHXHaJIbHAS aCTMa, aJUIEPTUYECKUI PUHUT, HAPYIIIEHUE MPOXOAUMOCTH
CIIyXOBOW TpYyObl, MyKOBUCIIUI03

HapymeHI/Ie 3YI[SIIJ_II/IG ACPMATUTEI, OKOTH, OTKPBITBIC IICPCIIOMBI 4CPCIla, MU TOBHUIAHO-

OEJIOCTHOCTHU KOKH
N CIIM3UCTBIX

A3bIYHAA KMCTA WJIK CBUIL IICH, IICPBHUYHAA MUJIHMAPHAA JUCKUHC3HA

Nuoponnsie Tena

JIMKBOPOTBOJAIIMI IIIYHT, LIEHTPAJIbHbIA BEHO3HbBIN KaTeTep,
IIPOTE3UPOBAHHBIN KJIAMaH CEPJIa, MOYECBOU KAaTETEP, MHOPOIHOE TEJIO B
JBIXaTEJIbHBIX ITYTIX

Hapyienue
HOPMaJIbHOM
MUKPOGIOPHI

AHTUMUKpPOOHAs Tepalru, XpOHUYECKass MHMEKITUS, BbI3BaHHAS
MUKPOOPraHU3MaMH, YCTOUUUBBIMU K aHTUMUKPOOHBIM CPEJICTBAM, YaCTOE
peuH(pUIIMPOBaHUE, HAPUMED YEPE3 3arPsI3HEHHYIO BOJlY WJIU MIPU
KOHTAKTE C MH(PEKIIMOHHBIMU OOJIbHBIMU

E. R. Stiehm. Immunodeficiency disorders: General considerations. In: E. R. Stiehm (ed.), Immunologic Disorders in
Infants and Children (2nd ed.). Philadelphia: W. B. Saunders, 1989
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OunarHo3 nmmyHoaedpununTa nogpasymeBaeT
UCKJTHOYEeHME UHbIX MPUYUNH, CTOCOOCTBYHOLMNX
pa3BUTUIO MH(PEKUMOHHOro npouecca

Hanpumep:

Peunane MHPEKLMOHHOIO npouecca B 04HOM M TOM Xe MEeCTe — MNpOoTuMB
nMMyHogeuumTa

Peunansupyowimm MEHNHIUT — UCKMOYUTL natonoruto JIOP-opraHos

YacTble NHEBMOHUN — CTPYKTYPHbIE HApYLLUEHUSA OPraHoB AblXaHus



ARONS NS -

WIN =

—_—

KnuHnyeckun anroputm AMarHOCTUKU U
rnevyeHnsa nmmyHoaedpmumnToB

. AmeeTcH
. OTcyTcTBYeET

. MepBUYHbLIE (reHEeTUYECKN AeTePMUHUPOBaAHHbIE)
. BropudHble (BcrneacTBme Kaknx-nnb6o sabonesaHnmn)

. Hepoctato4yHOCTb rymopanibHOro MMMyHuUTeTa

HenocTtaToOYHOCTb KIIETOYHOro MMMYHMUTETA

KomMOuHMpoBaHHaA HeAOCTaTOYHOCTb F'YMOPAnbHOro U KNneTo4yHoro MMMyHuTeTa
HepocTtaTtouHocTb charoumntoB

HepocTtaTouHOCTL KOMMNEMeHTa

. "Bonbwune"” nmmyHoaehnuUTLI
. "Manble” nmmyHoaedpuumnThI
. CoOMHUTEnNbHLIE (MOXOXHNe Ha) UMMyHoAe(PULUTDI

. MpMeHeHMe NMMYHOMOAYNATOPOB-APUHOCUT CYLLECTBEHHYIO NONb3Yy
. puMeHeHne NMMYHOMOAYNATOPOB HE NPUHOCUT CYLLECTBEHHOWN NONb3Yy

-



Knaccudukauma nmmyHoaedhuuToB

1. NepBUYHbIE (FeHEeTUYECKMU 1. HepgocTtaTto4yHOCTb ryMOpanbLHOro
AeTepMUHUPOBaAHHbIE) UMMYHUTETA

2. BropnyHble (BcneacTBme Kakux-
nnbo 3aboneBaHumn)

3. 3. KombuHupoBaHHas
HeA4oCTaTOYHOCTb N'YMOpPanbHOro u
KJIeTOYHOro MMMYHMTETa

4. HepocTtaTo4yHOCTb (haroumToB
5. HegocTtaTo4yHOCTbL KOMMJIEMEHTa

-



YTOo nexuTt B ocHoBe MMMyHoaedunumuTa

[lepBUYHbIE (FEHETUYECKN
OETEPMUHUPOBAHHbLIE)

BTopuyHble (BcrneacTBme Kakmx-nmbo
3aboneBaHnn)

HapyLueHne akTUBHOCTU U
OTCyTCTBME (DEPMEHTOB

OTcyTCTBI/Ie nonynaumnnm MMMYHHbIX
KINeToK

OcnabneHne yHKUMOHarIbHOM
aKTMBHOCTU MMMYHHBbIX KINEeTOK

BpoxaeHHble/nprnobpeTeHHbIe

3r10Ka4eCTBEHHbLIE HOBOODOpPa3oBaHUS
NHdbekumnm

HapyLieHuna nutaHus

JleveHne nmmyHogenpeccaHTamm

Bceroa npuobpeTeHHble




UTo cTpagaet npm nmmyHogeduymTax

Bupg
UMMYHUTETA

KneTku

PyHKLUA

['ymMopanbHbIn

B-numdoounTol

MpoayKums UMMYHOrMoOYyNMHOB — aHTUTEN, KOTopble
obecneymBaloT aHTUGaKTepMarnbHbIA U NPOTUBOBUPYCHbII
MMMYHUTET. Y4acTme B BocnaneHuw.

KneTouHbin T-numdountbl | NMpoaykuma umtoTokcnHoB. ObecneyeHmne NPOTUBOBUPYCHOIO,
NPOTUBOOMYXONIEBOr0O UMMYHUTETA, OTTOPXKEHNE TPaHCMaHTaTa.
EK-kneTku YyacTtune B BocnaneHun.
PaspyLieHne nHnumMpoBaHHbIX BUpyCcaMn U BHYTPUKITETOYHLIMMN
BakTepnAMM KNETOK, KIETOK OMyXOnen KOTOpbIe JIULLEHDI
HOpPMarsbHbIX aHTUTEHHbIX MapPKepPOB.
Hecneumndunyeckn Makpodaru PacnosHatoT aHTUreH n npeacTaBnsoT ero MIMMAQONAHbIM
v MpaHynouuThbl kneTkam. daroumTUpyoT BHEKINETOUHbIE BakTepuu.
TpomGoLUTbI darounTtupytoT baktepun. NpoTnsonapasmTapHbIn UMMYHUTET.
KOoMNAMMEHT daroumTo3s 6akTepui n BUPYCOB.

YyacTtue B BOcnaneHun, nim3nce KIeTok u 6aKTepMVI.




N =

o A

Knaccudomkaumsa nepBUYHbIX
MMMYHOOEeMULINTOB

B cooTBeTcTBUMeE C Knaccudpukauumen BO3 (IUIS,
International Union of Immunological Societies,
affiliated to World Health Organisation) BeigenstoT 6

rpynn:
Oedunuut aHTuten;

KombuHupoBaHHbIe U MMYyHOAEe(hULNTDI;

UmmyHoaedpunumntbl, CBA3aHHbIE OONbLUMMU
HacneacTBeHHbIMU AedeKkTamu;

JedekTbl cuctemsbl paroumnTosa;
NedeKkTbl CUCTEMbI KOMMNMEMEHTA;
Ipyrue xopowo nly4yeHHble UMMyHoOe(OUUNTLI

_aP _4
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HapyLwieHne 3BeHbEB UMMYHUTETA NPU NEPBUYHbIX
NMMMYyHoOedouymTax

cuapoM [u JDxopmxu
(BO3HUKAET MPU TUTIO- U aIlJIAa3WH BUIIOYKOBOM JKEJIe3bl 1 MapalTUTOBUIHBIX KEJe3),
cunzpom Hezenoda (mumdorurapHas 1ucreHe3ust — KOJIMYeCTBEHHAS U
Ka4€CTBEHHAsI HEIOCTATOYHOCTh T-CHCTEMBI B pe3yJibTaTe arpoun TUMyca U
AUM(aTUYEeCKUX y3JI0B).

0osie3Hb bpyToHa (repBuyHasi
araMMaryioOyJIMHEMUs, BO3HUKAET NpH Ae(EKTe CO3peBaHuUs MPEIIIECTBEHHUKOB B-
KJIETOK B B-muM@o1uThl; 001mil BapuadeabHbIi UMMYHOAE(DUIUT (TeTepOoreHHast
rpynmna MJIC, pa3BuTre KOTOPHIX CBA3aHO C HApYyIIEHUEM ClIOCOOHOCTH B-
AUM(OLMTOB TpaHCHOPMUPOBATHCS B MJIA3MOIUTHI HA (DOHE AHTUTCHHOM
CTUMYJISILIUM ); CEIEKTUBHBIN IEPUIIUT UMMYHOTTIO0YJIMHOB (CEIIEKTUBHOE
HapymieHue cunte3a IgG, IgA); nedurut cyokinaccon IgG.

cunapoMm Jlyn-bap (cuHIpoM arakcuu-
TEJICAHTUAKTa31H, 0O0YCIIOBIICH I€()EKTOM CO3pEBaHUs, CHIKEHUEM PyHKIUn T-
AUM(OLIMTOB, YMEHBIIIEHUEM UX YHCIIA B KPOBU, 1€PUIUTOM UMMYHOTIIOOYJIMHOB;
cunapom Buckorra-Ongpuya (aeduiut nepudeprdeckux T-mumM@poruTos,
HapYIICHUE UX CTPYKTYPHI U (PU3UKO-XUMUUYECKHUX CBOMCTB MEMOpaH, YMEHbIIICHUE
KJIETOYHOTO UMMYHUTETA)

BpOkIeHHBIN nedunut Cl-koMnoHeHTa
(HEBO3MOKHA aKTUBAIIMSI CUCTEMbI KOMILJIEMEHTA IO KJIACCUYECKOMY MYTH,
MOBTOPHBIE TSXKEIbIE THOMHBIE MpoLecchl); Aehuiut nuuruoutopa C36 (moctossHHASA
aKTUBalMs KoMIieMenTa C3,'B peﬁ%beaTe YEro COJep:KaHNE €ro B KPOBU
yMeHbIaeTcs, u3-3a Aeduura C3 HapylIaTCs NPoLEcChl paronurosa v JIu3uca
OakTepuii)




YacToTa nepBUYHbLIX UMMYHOAE(NLNTOB

HapyleHnsa nmmyHuTeTa Y oeten Y B3pOCnbIX

HepnoctaTo4yHOCTbL ryMOpanbLHOro 53-84 90-95%

UMMYHUTETA

HepoctaTo4HOCTb KIETOYHOrO ?

UMMYHUTETA

KoMbuHnpoBaHHaa He4OCTAaTOYHOCTb 7-44 ?

rymopanbHOro u KreTto4yHoro

UMMYHUTETA

HepoctaTtoyHocTb ¢haroumntoB 3-28 1% (?)

HepoctaTo4yHOCTb KOMMJIEMEHTa 2-21 1% (?)
_l _

™




MexaHu3mMbl KOMNeHcauuu

 MHoroypoBHeBbIW XapakTep UMMYHHOU CUCTEMDI
* MHorokpaTtHoe aybnmpoBaHune OoTAeNbHbIX MMMYHHbIX peakuum

 YcnelwHoe nevyeHne nepBuYHbIX UMMyHOOeULINTOB B AETCKOM
BO3pacTe




MpUYNHBbI BTOPUYHLIX UMMYHOA4Ee(dULUTOB

[lposaBneHne nepBUYHbIX UMMYHOOEOULNTOB

BospacTt

[letu

Bapocnble

[1o 4-x net

TpaH3uTopHas arammarnobynmemmst HoBOPOXAEHHbIX
ArammarnofbynmHemusi, cuenneHHas c X-

XPOMOCOMOW
[Mnep-lgM-cuHgpom

4-15 net

BapuabenbHble MMyHOOEULINTDI

[wnep-lgM-cuHgpom

CenektnBHble UMMYyHoaepuumnThl (IgA,
pasnuyHble nogknaccel 1gG)

16-60

[lnarHocTtuka

BO3MO)XHa B bonee
no3gHeM Bo3pacTe

BapunabenbHble
NMMMYHOOEPULMNTLI
CenekTuBHble
nmmyHogedpuumtol (IgA,
pasnuyHble nogknaccel IgG)

Hedunumnt aHTUTEN BCNneacTeune
HanM4ns TUMOMBbI




UMmmyHOOehULUTBI C NPEeUMYLLECTBEHHbIM
nopaxeHuem ryMmopanbHOro 3BeHa

BapuaHThl

ArammarnobynmHemus ¢ otcytcTenem B-numgounTtoB (60nesHb
bpyToHa, geuuunT TSXKenbIX Y-uenen n ap.)

[MnorammarnobynMHemMma ¢ HU3KUMM\HOPMaribHbIM Yncnom B-
nnmdooumToB (00K BapnabenbHbIn UMMYHO4EMUUNT, AedNUnT
monekyn CD19 w gp.)

HapyLueHme nepekrnyYeHnAda CMHTe3a KJi1aCCoB I/IMMyHOFJ'IO6yJ'II/IHOB

CenektuBHbIN geuuunt IgA

Oeduunt n3oTnnoB Unu nerkux uenen MMmMyHormnooynmHoB

Oeduumnt cneundmnyecknx aHTuTen ¢ HopmasibHbIM YPOBHEM
NMMYHOINOOYNMHOB

e )




O6wunn BapuabenbHbIN UMMYyHOAEeDOUUNT

. . pacnpocTtpaHeHHocTb Y aeten — 1:25000-66000, y
B3POCIbIX — HEN3BECTHA; Y 60oNbLUMHCTBA AMAarHOCTUPYETCS NULLIb B
Bo3dpacTte 20-40 net; npumepHo y 20% nauneHToB CUMMTOMbI
3aboneBaHus BO3HUKAIOT A0 16-neTHero Bo3pacTta; 3TUosiorma TO4HO
Hen3BeCTHa - npeanosiaraloT BO3AENCTBME BHELLHNX (PaKTOPOB
(BMpychbl), oedekT reHoB, koaupyowmx monekysol 'KC, PHO-q;
reTeporeHHo no KINMHNYEeCKUM NPOABIIEHNAM; YPOBEHb
NMMYHOTI00yNMHOB BapbupyeT, IgG MOXeT ObITb Ha HXKHEN
rpaHuue Hopmbl, IgM MoXeT 6bITb HOpMarnbHbIM; YPOBEHL B-
MMM OLNTOB MOXET BObITb HOpMasibHbIM (OTNUYMe BOoSe3HN
BpyToHa); ypoBeHb CD4-nuMOoLNTOB CHUXEH; BbIAENSAOT 3 rpynnbl
BONbHLIX B 3aBUCUMOCTUK OT oTBeTa B-numdouutos Ha (AJ1-2+IgM)
In vitro

* A. TaKenoe TevyeHue, aHTUTENa He CUHTE3UPYHOTCH;

« B. lNpoayumnpytotca Tonbko IgM

« C. Jlerkoe TeveHune, npoayumpytoTcsa oba knaccos
NMMYHOTTI00YITMHOB
> -~ _a
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KnnHnyeckne ocob6eHHOCTH nepBUYHbLIE
MMMyHoL4e(pMUMTOB C NPeUMyLLeCTBEHHbIM
nopaxxeHuem rymopanbHOro 3BeHa

XPpOHUYECKUE BOCTTAJIUTENBHBIC 3a00JICBAHNS BEPXHUX U HUKHUX JIbIXaTEIbHBIX
nyTen (OTUTBI, CAHYCUTBI, OPOHXO3KTA3bI U JP.)

3a00JieBaHUSI OPTaHOB KETYJOYHO-KUILIEYHOTO TpakTa 2/3

Aptponatuu — 12%

AyTtoumyHHbI€ 3a00€eBaHus - 15% (ayTOMMMYHHBIE TUPEOUIUTHI, Ay TOUMMYHHAas
TrEMOJIMTUYECKAS] aHEMUS U TPOMOOILIUTOTICHHS )

JlumdoaneHonaTus 1 CriieHOMEraaus (BBICOKHI PUCK JTUM(POM)

Heduunt nzorunos [gG1, [gG3 - yyacTByIOT B OTBETE€ HAa aHTUT€HBI OCIIKOBOM
npupobl, [gG2 — yyacTByeT B OTBETE Ha AHTUTEHBI, UMEIOIIUE B CBOEM COCTABE
MOJIMCAXAPU/IHBI KOMIIOHEHT (CUHYCHUTBI, OTUTHI, THEBMOHHUH, BHI3BAHHBIE
Str.pneumonia, H.influenzae, Neisseria meningitidis)

-



NunarHo3, neyeHue

* [Nogo3peHne Ha 0Oyt BaprnabenbHy UMMYHHYIO
HegocTtaTtoydHocTb (OBWH) Bo3HMKaET npu
obcrnenoBaHun OeTen Unu B3POCHbIX C
peunansupytowien nigpekumen JIOP-opraHoB v
bpoHxonero4yHoro annapara. [inarHo3 noaTBepXxaaeTcs
HU3KUMMN YPOBHAMN MMMYHOITI00YNMHOB, B TOM YMCIie
IgG, IgA 1 00bI4HO IgM.

« AHTMDBaKTepunanbHasa Tepanus B COMETAHUN C
3aMeCTUTESIbHOU Tepanmen UMMYHOrnoodynnHamu.




CenektuBHbIu gechuunt noaknaccoB IgG

IgG 1 (70%) - oCHOBHOWM peakTaHT nNpu OPMMNPOBaAHNUN aHTUTES
NPOTMB BENMKOBLIX aHTUFEHOB BUPYCOB U Karncyn 6akrepun,
aKTUBUPYET CUCTEMY KOMIMIIEMEHTA, CBA3bIBAETCS C nNMMdoumntTamm
Yyepes Fc-peuentopbl, GOpMUPYET ayTOaHTUTENA

IgG 2 (20%) - OTBeYaeT 3a UMMYHHbIW OTBET Ha NnonmncaxapugHole
aHTUreHbl MTHEBMOKOKKOB, CTPENTOKOKKOB rpynnbl A 1 Haemophilis
influenzae

IgG 3 (7%) - aHTUTENa C BbICOKMM CPOACTBOM K DENKOBbLIM
aHTUreHam camble CUSIbHble aKTUBaTOPbl KOMMNIEMEHTa

9P eKTUBHO CBA3bIBAIOTCA C NuMdountamm Yepes Fc-peuentopsl
doopmMunpyeT aytoaHTUTENA

IgG 4 (3%) - peakuns Ha XPOHUYECKYIO aHTUTEHHYIO CTUMYNSALINIO
MMMYHHbI/N OTBET Ha arnsiepreHbl gaXke nocrne rmrnoceHcubunmsaumnm
briokmpoBaHue IgE-3aBnUCUMbIX peakuyum

-



CeneKkTuBHbIN gepmUNT NogKnaccoB
MMMYHOINOOYNMHOB

Briepsbie onuncan B 1970r.; To4yHas yactota MMMyHoaeduUnTa HEN3BECTHA, HO
moxeT gocturatb 20% B nonynsuum (2004-2006); yacTto aTo nabopartopHas
HaxodKa; NPUYNHbI HEU3BECTHbI; MOXET ObITb accouumposaH ¢ OBVH

[MposBnATLCS MOXET B NMIOOOM BO3pacTe; peunamsupytowme nHhexkumm
xapaktepHbl ana 1lgG2/IgG4; ons nsonuposaHHoro geduumnTta lgG4 xapaktepHa
BpoHxoaKkTaTn4Yeckasi 6ornesHb; actMma, cuHycuTbl npu gedpuunte IgG3; yacToTa
peungmnsmnpyowmnx nHgekuumn npu gecdouumte lgG4 — 40%, 19G2-28%, 1gG3 —
17%, 1gG1 — 14%

JledeHnto nognexar nauneHTbl C KNUMHUYECKMMU CUMNTOMaMWU,
aHTnbakTepuanbHas Tepannsa ¢ Nocrneaywen 3aMecTUTENbHON Tepannen
BHYTPUBEHHBLIMW UMMYHOTI00YyNnnHamm

N PR
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OedunumnTt cneundpumnyeckoro MMMyHHOro oTBeTa
Npv HOpMasribHOM YPOBHE MUMMYHOITOOYIIMHOB

. . BEPOATHO, YTO OH BCTPEYaETCs ropasfo yatle, Yem 310
npegnonaraeTcs; MICTOPUYECKN, ObliS BbISIBIIEH Kak HEAOCTATOYHO
9 (PeKTUBHBLIN OTBET Ha NonncaxapugHble aHTureHbol (T-He3aBUCMMbIE) NPU
HOpMasbHOM YPOBHE MMMYHOIMOOYMHOB M NOAKNACCoB (Hanpumep, npu
NMMMYHU3aLUun NPOTUB BMpYyca renatmuta B 5% He oTBevaloT Ha
CTaHOAPTHYIO 3-X KpaTHY UHBbEKUMIO, 1-2% He oTBeYatoT Ha 4-10);
MMMYHOOrM4yeckme 0CobEHHOCTU: HOpMarbHbIN YPOBEHb
MMMYHOIO0YNMHOB 1 nogknaccos, T- n B-numdountoB, HU3KUN YPOBEHb
crneynunyecknx aHTuTen, ocCobeHHO NPOTMB KancyrbHbIX, NSI0X0MN OTBET Ha
nosimcaxapugHble BakUMHbl (MHEBMOKOKKOBbLIE)

. . Peungmsupyrowme MHMEKUNMU BEPXHUX N HUXKHUX OblXaTeNbHbIX
nyten (Haemophilus, Pneumococcus, Moraxella)
. . He pa3paboTaHo; aHTMBNOTMKOTEpPaANNS + BHYTPUBEHHbIE
NMMYHOIrNOGYNnHLI
. & _t
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HapyweHne MMMYyHHOro oTBeTa Ha
nonncaxapugHbole aHTUreHbl

. XapaKkTepusyeTcsa peumamsmnpyrowmnmm bakrepumanbHbIMu
NHMEKUNSMN NMPU HOPMArbHOM OTBETE HA BENKOBbIE aHTUTEHBI,
HOpMasribHOM coAepXXaHUN UMMYHOrNOBYNMHOB U NX nogknaccoB. CMHOPOM
naeHTndonunpoaH B koHue 1980-x y naumMeHToB, UMMYHU3UPOBaHHbIX
nonucaxapuaHbiMn BakumHammn H. influenza mun B. Y HeKOTOpbIX UMeET
mecTto aedpmumnt IgG2; Kpome Toro, CUHAPOM BCTpeYaeTca npu cuHapomax
Buckotta-Ongpuya, Au[xopaxu, KOXKHOCIM3UCTOM KaHangose, BUY-
NHEeKUMM n ap.

. Yalle BCTpeYyaeTcs Y Nuu, MY>XCKOro nona n B oTAenNbHbIX
9THUYECKUX Ipynnax; y 4actun 00fbHbIX UMMET MECTO AeUUNT NOaKNaccoB
lgG n cenekTuBHbIM Aehnunt IgA; UMEDT MecTo peunanBupytowme
bakTepuanbHble MHPEKLMN — CUHYCUTLI, OTUTbI, OPOHXUTbI; HECKOSBLKO pexe
— NMHEBMOHWUW, CEMCUC, MEHUHIUT; YaCTO B COMETaHUU C aCTMOW; 4acTo B
aHaMHe3e TOH3UIIBKTOMUN, onepaunm Ha BHYTPEHHEM YyXe.

: bonbLas YacTb OOSIbHBIX XOPOLLO OTBEYAET Ha CTaHOdapTHoe
nevyeHne; pasoBoe NPUMEHEHUE BHYTPUBEHHbBIX UMMYHOIOOYNHOB;
ocoOble cxeMbl BakunHauum (byctepHbln adpdeKT)

-



CenektuBHbIN gechvunt IgA

camblin YacTbih MmyHoaednumnT (1:500), HO caMbI HE3aMETHbIN; NPUYMHBI
HEN3BECTHbI; MOXET ObITb accouumpoBaH ¢ OBVH, HapyweHnem n3otTnnmnyeckoro
coctaBa ummyHornoodynuHos (lgG2/IgG4); yawe cutyauum, korga IgA
CUHTE3UPYETCS, HO HE SKCKPETUPYETCS

BONbLUNMHCTBO CriydaeB acCMMMNTOMaTUYHbI; MOBbLILEH PUCK Pa3BUTUA anfieprmiecknx
3aboneBaHun, B YACTHOCTU, NULLIEBON ansfieprnun; NoBbILLEH PUCK pa3BUTUSA
CUCTEMHbIX 3aboneBaHnn coeanHuTernbHom TkaHn (CKB, PA), nepHMUMO3HOM aHeEMUN
N HEKOTOPbLIX APYrnx opraHocneumduyHbiX ayToOMMMYHHbIX 3aboneBaHnu;
NHMEKUNOHHBIE OCITOXKHEHNSA MPUCOEAVHAITCS NPU HaNn4YumM Opyrux gedoekton
rymopasibHOro UMMyHUTETa; BO3MOXHbI peakunmn npu remoTpaHcdysnm (BbipaboTka
aHTu-IgA) (1:15mnH.);

CumMmnToMaTtudeckas Tepanus; UCKMNounTb IgA-cogepkallmne NpoayKThbl KPOBY;
3amMecTuUTeNnbHas Tepanusi BHyTPUBEHHBIMU UMMYHOTI0BynnHamu.

s O e




'vnep-igM

. Bo3HukaeT B pesynbrate T-KNeTovyHOro
nedpekta, HO KNMHUYEeCKne NpoaBneHnsa Kak rnpu
rymoparisHoM nMmmyHogeduuuTte (xapaktepHo ang X
TUna); MakcumMarnbHbIM Bo3pacT nposasneHna 15-16 ner,
YTO XapaKTepHO AN ayToCcoOMasibHbIX TUMOB

. peunanBupytome NHEKLnn, B TOM YUcne
NMHEBMOLIMCTHbIE MHEBMOHUN; HEUTPOMNEHUS U
TPOMOOLIMTOMNEHUS; YaCTbl ayTOMMYHHbIE 3aboreBaHuns;
BblLLE PUCK KPMNTOCNOPOANansHON MHAEKL N
bunnapHoro TpakTa

. aHTUONOTUKN+BHYTPUBEHHbBIE
MMMYHOTNO0YNUHBLI;, NPOrHo3 6e3 TpaHcnnaHTauum
KOCTHOIo Mo3ra - HebrnaronpusaTHbIN




M'nep-lgE-cuHapom (cuHpgpom [xo6a)

. YacToTa HeM3BECTHA, MexaHN3Mbl BEPOSATHO
CBsA3aHbl C HapyLleHneM yHKuum T- n B-numgoumToB;
B NOOPOCTKOBOM BO3pacTe NpoABMAAETCH NpU ayTOCOMHO-
peLeccuBHOM TUMNe HacrnegoBaHUA

. XapaKTepHO pa3BUTUE IK3EMbI, IMYDOOKNX
bakTepuanbHbIX NHPEKUMN (CTAadONITOKOKKN U
remopunbHas nasoyka), rnybokme Mmkosbl (kaHauao3),
pa3BuUTME NHeBMATOLIENE Kak creacreme
CTadOUITOKOKKOBON MHADEKLIMWN, OCTEONEHUSA, NNLO
«JibBay

. BHYTPUBEHHbIE UMMYHOIMOBYNHBI,
UMMETNONH (KaK MMMYHOPErynsTop), Y-MHTepdepoH (Ha
MarioM KonmyecTtse HabrnogeHuin)

-



KomMObuHupoBaHHble nMMYyHOAe(NLNTDI

BapunaHThbl

T(-)B(+) TaKenbi KOMOUMHNPOBAHHLIN MMYHOOEULINT

T(-)B(-) TsKenbIii KOMBMHUPOBAHHBIV UMMYHOO4EULIAT

CuHgpom OmeH

Hedovunt OHK nurasel 1Y Tuna

Oedununt monekyn KC Il knacca

HOedonunt monekyn 'KC | knacca

Oedpuunt CD4

Oedununt CD8




OCOBEHHOCTU KITMHUYECKNX NPOSIBITIEHNN
BTOPUYHbBIX UMMYHOOEMULNTOB Npu
HeAOoCTaTOYHOCTU KNETOYHOIMo UMMYHUTETA

KnuHndeckue nposiBJICHUS C MIEPBBIX HENIEeNb/MECSIIEB KU3HU

Boz0Oynurensmu nHQEKIUi yalie siBIsSIOTCS BUPYChl U TPUObI, pexke — OaKTepuu
XpoHHUUYECKAs auapes

NHdekimu apixaTeabHbIX TyTeH

Jlumponenus




Y B3pocCnbIX

* [lepBNYHbIE KOMOVHUPOBAHHbIE
MMMYHOOEDPUUNTBI U UMMYHOOEDULNTLI
NO KMNETOYHOMY 3BEHY MPaKTUYECKN HEe
BCTpeYatoTcs




CuvHapom lNyaa (Tumoma ¢ Hanuyuem
nMmMmyHoaeduuuTa)

. peakuimn KoMoOMHMpoBaHHbIWM B- 1 T-KNeToYHbIN
NepBUYHbIN UMMYHOLEULMNT Y B3POCIbIX, OJ19 KOTOPOro
XapakTepHa runorammarnofyriMHEMUA U CHXKEHHOE YKUCIo (MHoraa
- OTCcyTCTBME) B-nMmM@doumToB; YacToTa BCTPEYAEMOCTH
rmnorammarnobynmHemmnm npu TuMomax cocrtasnsaet 6-11 %, a
cuHgpom 'yna anarHoctmpyetcda B 7 % criyvyaeB Yy B3pOCHbIX
BONbHLIX C NEPBUYHBIMU UMMYHOAeDULUUTAMN; MaHNdecTauus
mexay 30 n 40 nnn 40 n 50 rogamm XnsHu (cpeagHuin BospacTt - 56
neT, cpeaHnn Bo3pacT ANarHOCTUPOBAHNA TUMOMBI U
rmnorammarnobynmHemunu - 62 roga); .




CuvHppom lN'yaa (Tumoma ¢ Hann4vmem
nMmMmyHoaedunuuTta)

. YyacTto 6eccMMNTOMHO, TUMOMA AMarHocTupyeTca criydamHo (npu
peHTreHorpadumn rpyaHon KneTkn onyxoneBoe obpasoBaHme B NnepeaHeM
CpeaoCcTeHnN); nHorga »xarnobbl, CBA3aHHbIE C OaBreHeM onyxonm Ha
bnusnexaiune TkaHu - Kalwenb, 0onu B rpyaHOW KneTke, Aucdaruto,
ONCMHO3, ANCHOHMIO; CUHAPOM BEpXHEeW Nonon BeHbl, cuHOpoM FopHepa;
KNuHMKa myasthenia gravis; Heobbl4YHOE TeYeHne I/IHC*)eKLI,I/Il/I
(peunamBupytowme nerovHble MHMPEKUNN, BbI3BaHHbIE
NHKaNCcynMpoBaHHbIMN MUKPOOPraHM3aMamMmn); KapTuHa MHAPEKLMOHHbIX
3aboneBaHNN NOeHTUYHA X-CUENNEHHON arammarnodynmHemMmmn n ooLemy
BapnabenbHoMy nmmyHogedpununty; B otrindmne ot XLA n CVID,
OMMOPTYHUCTUYECKME NHMPEKUNN Y ITUX NALMEHTOB

(LMTOMEranoBMpPYCHbLIN
KOMUT N PETUHUT, KAHAMNO03 CIN3NCTBLIX 06ONOYEK U KOXU, NHPeKUUN,
Bbl3BaHHbIE BUPYCOM reprneca, MHEBMOLUCTHbIE MHEBMOHWUN;
bakTepunarnbHble NHMEKLNUM MOYEBOIO TPaKTa N KOXKHbIX MOKPOBOB;
MMUKOMMa3MEHHbIN apTpuTa; ayToMMMYHHble 3aboneBaHus - aHeMuUS,
TpombounToneHus:.

-



CuHapom lN'ypa (Tmoma ¢ Hanu4unem
nMmMmyHoaedunuuTta)

. onepaTtuBHOE NneYveHne, NoCToAHHaAA 3aMecTUTenbHas
Tepanusi BHyTPMBEHHbBIM BBEAEHNEM UMMYHOrNoBbynMHOB Ans
npeaynpexaeHnst peunanBmnpyroLLnX TSXENbIX bakTepuanbHbIX
NHeKunmn




HepocTtaTo4yHOCTL haroumMtTapHoOro 3BeHa

BapunaHThbl

Takenas HacneacTtBeHHass HEUTPOMNEHUSA

Linknuyeckas HenTponeHns

Oeduvunt monekyn agresum (LAD)

XpoHun4yeckas rpaHynemaTo3Has 60nesHb

Hedonunt mmenonepokcmaasbl

Hedovumnt 6-I AT




Ocob0eHHOCTU KNNHNYECKUX NPOSABNEHUU NpuU
HapyLweHnn HecneuugpuniecKkoro UMMyHuUTeTa

JITUTENbHO TEKYIUE U PEHUIUBUPYIONTUE HHPEKITUU

CKyIHOCTb KJIMHUYECKUX MPOSIBJICHUNA, HECMOTPS Ha TSXKECTh MOPAKEHUS
Hu3kast 4yBCTBUTEIBHOCTh K AHTHOAKTEpUAIBLHOM Tepanuu

YacTto — cTapuI0KOKKH

[TopaxkeHus KOXXH U CIU3UCTHIX

.HI/IM(I)OaI[eHOHaTI/II/I CO CKIIOHHOCTBIO K HAIrHOCHHIO




XpoHuyeckasa rpaHyrnemaTto3Hasa 6one3Hb (XIb)

. . MeeTcHa AedeKT BHYTPUKIIETOUHOro 6bakTepuanbHOro
KUNNUHra (HapyLweHo obpasoBaHWe cynepokcuaa, KNCNOPOaHbIX
pagukanoB n rnepokcuaa). B pesynsrare aToro Katanasa-
HeraTMBHbIE MUKPOOPraHnU3Mbl YHUYTOXKAKOTCS HOpMarbHO, a
KaTanasa-no3ntmeHble (Staphilococcus aureus, Aspergillus,
Nocardia, Serratia) — HeT.

o . MHpEKU MM KaTanaso-nonoXxuTenbHbIMU
MUKpoopraHmnamamu (rnybokme abcuecchbl, OCTEOMUESINT,
rpaHynemsbl); abcuecc nevyeHn — 4acTto NepBoe NPOABIIEHUE;
BOcnanuTenbHble 3aboneBaHns KNLLEYHUKa ¢ CUHOPOMOM
Marnbabcopbuun

. . aHTUbaKTepunanbHas Tepanunst (Ko-TPUMOKCa30/)B
codeTaHnU C aHTUTPUDKOBON, XUPYPruyeckoe neyveHue,
HMU3Ko4030Baqa (NpodouakTmka) n BbICOKO4030Bas (fiedeHune) y-
NHTEPEPOHOM




Llnknunyeckasa HentTponeHus

Linknnyeckoe nameHeHne Konmyectsa HEUTPOUNOB;
LMK 0ObIYHO 21 OeHb

. A3Bbl OKOSIOPOTOBOM NONOCTU (HA POHE CHUXKEHUSA
KonnyecTBa HENTPOMUNOB); YXyALIEHME CaMOYyBCTBUA nepea
nageHnem 4Ynucna HeuTpodunoB; coBnageHme annM3onoB MHAPEKLUN
C HW3KMM YpOBHEM HENTPOMUNOB (MX KOSTMYECTBO MOXET ObITb
meHee 1x10%/n)

. [paHynoumTapHbIN KOSTOHNECTUMYINPYOLWNK dpakTop
(yMeHbLLaEeT CTENEHb NageHUs Yncna HeMTpounos, HO HE
OTMEHSIET €ro; yMeHbLaeT unkn go 14 gHen); aHtnbakTepmnansHas
Tepanus (KO-TpMMoKcason).




lMaTonormsa cuctemMmbl KOMMNJIeMeHTa

BapunaHThbl

Oedununt Knaccmnyeckoro nyTn aktnsauum komnriemeHTa (C1q,
C1r, C1s, C4)

ID,e(,ti)l/lLl,l/lT JIEKTUHOBOIO NMYTU aKTnBaunn KOMIJieMeHTa

Oedpununt C3-KOMNOHEHTA KOMMSIEMEHT

Oedununt perynatopHbeix 6enkosB (aepuunt nHrnoutopa C1-
KOMMOHEHTA)




OCOOEHHOCTU KNMMHNYECKUX NPU HapyLUeHUn B
cucTemMe KOMMnJiIMMeHTa

N y 4




HacneoctBeHHbIM aHIMOHEBPOTUYECKUMN OTEK

: ayTOCOMHO-4OMWUHAHTHOE TUM, XapaKTepusyrLLUUNCA CHUKEHUEM
aKTUBHOCTU uHrmomntopa C1-actepasy, 4To BeAET K ObICTPON
HEKOHTPONMPyeMOUn akTnBaLUum, KOMNOHEHTOB KOMMIEMEHTA,
OpaAUKMHMHOBOIO Kackaga, KanfmkpenHoBOM CUCTEMBI.

! peumanBMpytoLLe OTEKM nmua (ry6bl, nepuopbutansHaa obnacTtb),
Lien, Tynosmma KOHEYHOCTEN, CNU3UCTbIX 0D0TO4EK BEPXHMX OTOENOB
OblXaTerbHbIX NYTEW, XXenyao4YHO-KULWEYHOoro (npuctynoobpasHasa 6osb B
XMBOTE) N YypOreHnTarnbHOro TpaktoB; AebioT 3abonesaHns y 60% no 20 ner,
pexe — B CpedHEM 1 NOXUIIOM BO3pacTe; NpoBOUMpYOWMMN ddakTopamMu
SIBMAIOTCA TpaBMa 1 XMpypruyeckoe BMeLLaTenbCTBO (gaxe
CTOMaTONOrM4eckne MaHuNynaumm); NPy oTeke BEPXHNX AblXaTemnbHbIX MNyTEN -
ancdparns, AMcoHna, ob6CTpyKUMA OblXaTenbHbIX NyTen (BNAOTb A0
acdukenn); . KnnHmka «oCTporo XueoTta» - 0051, TOWHOTa, pBOTa 1 Anapes;
3y[ 1 KpannBHULA HEXaAPaKTEPHbI; PeaKO - MEHMHreanbHble CUMNTOMBI

JleyeHue: B OCTpOM nepuoae - ceexesamMopoXXeHHas nnasma (nydwe
OYULLEHHBIN MHIMBUTOP), aHTUDOUOPUHONUTUKK (TPaHEKCAMOBas KMCoTa
250-500 mMr BHYTpb 3-4 pasa) nnm ammHokanpoHoBasi Kucnora.

_ar - _
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UMMyHOCTUMYNATOpPbLI, NPUMEHSAeMbIle ANS JIieYeHUs
nepBUYHbIX NMMYHOAEe(MLUUTOB

: IMMYHOIJIOOYJIMH Y€JI0BEKa HOPMaJIbHBIM 71 B/B BBEJCHUS,
XyMOIJI00MH, UHTPArJIOONH, ITEHTArI00MH, aKToraM

bUIrpacTuM, HEUMOT€H, JEUKOCTUM, MUEIACTPa, JEUKOMAaKC, IPAHOIUT, JICHKOLIMTAPHBIN
TpaHcdep-dakTop

NHTepdepOoH nenkouutTapHbIn YeroBeyeckmni
(NenkuHdepoH, JTokdepoH)E-C)

KundepoH (PeadepoH)®C) NHtepdepon
anbda2 (BudepoH)®C) Nutepdepon anbda-2a (PodepoH)*B), NutepdepoH
anbga-2b (Anstresup, NHTpoH A)AB) MutepdepoH beTa-1a (Pebud, ABOHEKC)
®), MuTtepdepoH 6eta-1b (BetadepoH)®

NuTtepnenkun1B (Betaneikuu)®©), Mutepnenkmy2
(PoHkonenkuH)®C)

Jluzamsi mukpoopeaaHu3mos: pnbomyHun, NPC-19, nmyaoH
bpoHxomyHan, Bl-4(BakunHa NONMKOMNOHEHTHasA), CONKOYpPOBak, py3am

-






KNMMHUKO-aHaMHECTUYECKNE NPU3HAKU
nMMyHogeduumta

YacTtble npocTyaHble 3aboneBaHus (bonee 4 pas B roa)
Peunausunpytowum repnec (4-6 pas B roa)
3aTtakHOe, BANoe Te4eHne BocnanuTernbHbIX 3abonesaHnn

XpoHn4eckoe u peunamsupytoee TedeHmne MHAPEKLUMOHHbIX 3aboneBaHum
(CUHYCUTbI, OTUTLI, MMOAEPMUS, NMENOHEeMdPUT, BPOHXUT 1 Ap.) Yalle 2 pa3 B
roqg

[My6okne MUKO3bI

HenonHoe BbI3gopoBrieHne

HeycTonumnebie pemmccum n yactble 060CTpeHnd
CKMNOHHOCTb K OCNOXHEHNAM

PedpakTtepHOCTb K TpagnUNOHHOMY NeYEHMNIO

HeobbluHbIe BO3DyaMTEnmn (yCrnoBHO-NaToreHHasi goriopa,
ONMOPTYHUCTUYECKNE MHEKLNKN, MEPCUCTEHLINSA BUPYCOB,
BHYTPUKMNETOYHbIX BakTepui)

. & R
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Knwoum k gnarHoctuke MNEPBUYHOIO ummyHoaedmumuta

1. Bo3pacr 10 S Jer

2. IlnaBubIE™

2.1.Yacteie 3a00€eBaHusl OTUTOM (HE MeHee 6 — 8 pa3 B T€UEHHE OJTHOTO T0J1a)

2.2.HeckonbKo MOATBEPKICHHBIX CEPbE3HBIX CUHYCUTOB (HE MeHee 4 — 6 pa3 B TeUEHUE OJJHOTO rojia)
2.3.IloTpeOHOCTh B AMUTEIHHOM Tepanuyu aHTHOMOTHUKAMHU JIJIsl KyUpoBaHUs WHGeKImH (10 2 Mecs1eB uiu 0oee)
2.4.bonee ABYyX MOATBEPKACHHBIX THEBMOHUM B TeueHue 1 roaa

2.5.01cTaBanue TpyaHOTO peOeHKa B POCTE U Macce

2.6.I1loBTOpHBIE IITYyOOKHE a0CIECCh KOXKHU MM BHYTPEHHUX OPTaHOB

2.7.1lepcucTupyroiias MOJIOUHHUIIA UJIM TPUOKOBOE MOPaKEHUE KOXKU B Bo3pacTte crapiie 1 roga

2.8.I1oTpeOHOCTh BO BHYTPUBEHHOM BBEICHUH aTUOMOTUKOB ISl KYTUPOBAaHUS MHDEKIIUU

2.9.He meHee AByx IyOOKUX WH(EKINN, TAKIX KaK MCHUHTHT, OCTEOMHUEIINT,
LEJUTIOJIUT, CEIICHC

2.10.B cembe: Hanu4Ke MEPBUYHBIX UMMYHOAEC(PUITUTOB, (PAKTHI pAHHUX CMEPTEH OT TSKENBIX MHPEKIIUA U HATHINe
OJTHOTO U3 BBILIENIEPEUNCICHHBIX CUMIITOMOB

3. lonojiHUTEIbHBIE

3.1.ndexnum, BRI3BaHHBIC YCIOBHO-MTATOTEHHBIME MHKpooprann3Mmamu (Pneumocystis carinii, Aspergillus fumigatus,
Candida albicans, Serratia marcescens)

3.2. luapest, mpoaoipKaromiascs ooiee 1 Mecsiia He MOAMAONIASACS CTAaHAAPTHOM Tepalluy, CHHAPOM HapYIIEHHOTO
BCACBIBaHUS

3.3.HeoObIuHbBIE peaKIuu Ha KUBbIC, OCIA0JICHHBIC BAKIIUHBI.

3.4.Hannuue BpO:KIEHHBIX aHOMAJIMK Pa3BUTHS

3.5.AyrouMMyHHBIE 3200JI€BaHMUSI

3.6.YMeHblieHue TUMQPOY37I0B U MUHAAIMH

3.7.T'emaronornyeckue HapyIICHUS: alUIACTUYECKasl WIIA TEMOJIUTUYECKAsl aHEMHUsI, HEUTPOIIEHUS, TPOMOOITUTONICHHS.
3.8.IlopaskeHue KOXKHU: ChIlb, CEOOPEIHBIN AepMaTUT, TUOACPMUS, ATIONELHNs, 3yAAIINE JePMaTUThI, T€ICaHTUIKTA3UN

* B cooTBeTCTBUI C kKputeprsimu International Patient Orga‘niza!lon forPrimary Immunodeficiency zecnw y pebeHka 2 n 6onee npmsHaka — BEPOATHOCTb
NepPBUYHOrO MMMyHoZedMLMTa Ype3BbIYa




Knwoumn k gnarHoctuke BTOPUHYHOIO nmmyHopeduumnta

1. B anamHue3se

1.1.Bupycusie undexunuu (HIV, EBV, CMV, Bupychl KpacHyXxu, SJHTEPOBUPYCHI (3XOBUPYCHI,
KOKCAaKUBUPYChl), KOPH, TPUIIIA;

1.2. Octpas (centuuemMus) 1 XxpoHudeckas (TyOepKyses, JeHIIMann03) 0akTepruaibHas HHPEKIUS;
1.3. 350kauecTBEeHHbIE HOBOOOPA30BaAHMS;
1.4. IInazmMonMTapHbie oMyxoiu (Mueaoma, miasmMauToMa, MaKkporiooyinuaemus: BanbaeHcTpema;

1.5. Jlumdomsl, nefikemuu (XOomKKUHCKHE U He- XOHKKUHCKHUE TUM(POMBI, XPOHUYECKas U OCTpas
JIeUKeMus);

1.6. [IpenenbHbli BO3pacT (HE3pEblil WM CTaphIii);

1.7. 'emoTpancdy3us;

1.8. JIlekapcTBa 1 OMOJIOTUYECKHUE TPENapaThi;

1.9. ®usnueckue BO3ACHCTBUS;

1.10. IIuranwue;

1.11. XpoHudeckue 3a001€BaHUs IOYCK;

1.12. 3aboneBaHus KeTyJOUHO-KUIIIEYHOTO TpaKkTa (IHTEPONaTHH ¢ OTepel Oenka);
1.13.Metabonuyeckre HapyIieHus (CaxapHbIi AHA0ET, TITUKOTEHO3a);
1.14. MaTOKCHKAITNMY;

1.15. CijmeHAKTOMMUS U aCIJICHUS

1.16.0OsxoroBast 00JIE€3Hb;

1.17.Mpieunast fuctpodus

_diE




Knroun k anarHoctuke BTOPUHHOIO ummyHopecbmumta

2. 'naBHbIe KJIMHUYECKHE MPU3HAKH

2.1. Yacteie npoctyaubie 3a0oneBanus (0osiee 4 pa3 B ro sl B3POCIBIX U Oosee 6 pa3 y nerei)

2.2. PeumauBupyrouuii repuec, 4-6 000CTpeHut B rogy

2.3. 3aboneBaHus OTUTOM, HE MEHee 2-4 000CTpEeHHI B TEUCHUE OTHOTO Toja IS B3pOCILIX U 6 — 8 jy1s neTeit

2.4. HeckonbKO MOATBEPKICHHBIX CEPhE3HBIX CHHYCUTOB (HE MeHee 2-4 000CTpeHU B TEUEHHUE OJHOTO rojia JjIs
B3POCJIBIX U HE MeHee 4 — 6 pa3 B TEUCHHE OJJHOTO Tojia Y JeTei)

2.5. IloTpeOHOCTh B AJIUTEIBHOMN Tepanuyu aHTUOMOTUKAMM 1711 KyUPOBAHMS HHPEKIHH (0 2 MECALIEB WX
ooee)

2.6. bonee AByX MOATBEPKACHHBIX THEBMOHMM B TeueHHe 1 roma
2.7. IloBTopHBIEC TITYyOOKHE a0CIIECChl KOXKH MIJIM BHYTPEHHUX OPTraHOB
2.8. I'ty0oxkue MUKO3BI

2.9. He menee aByx rimyOokux HHGEKIUH, TAKMX KaK MCHUHTUT, OCTEOMHUEIUT, IISJUTFOJINT, CETICUC B TeueHue 1
roma

2.10. Oco0eHHOCTH TeUeHUs TedeHHe HH(PEKIUOHHO-BOCTIAJIUTEIbHBIX 3200/I€eBAHMM: 3aTAXKHOE, BSJI0E,
XPOHHMYECKOE, YACTO pellIMBHPYIOllee, HEYCTOYNBbIE PEMUCCHU, CKIOHHOCTb K OCJIO0KHEHUSIM H
reHepajn3amnumn

2.11. PeppakTepHOCTH K TPAAUIUOHHOMY JICYEHUI0, HEOObIYHbIE BO30yIUTE U (YCJTOBHO-IIATOTeHHAS
(diopa, onnmopryHucTuyeckue nHGpeKunum, NepcucTeH s BUPYCOB, BHYTPUKJIETOUHbIX OaKTepuil)

2.12. 3meHeHus B 00111eM aHAJIN3e KPOBH (a0COII0THASA HelTpoNneHnsi, a0Co0THas JuMdoneHus),
OMOXMMHUYECKOM aHAJIM3e KPOBH (THNOraMMario0yJTuHeMHus)




Knroun k anarHoctuke BTOPUHHOIO ummyHopecbmumta

2. YacTble

e TlopaxxeHue KOXH: ChIllb, CEOOPEHUHBIN IEPMATUT, MUOJCPMUSL, AIONEIUS, 3YASIINE
J€PMaTUThL, TEJCAHTUIKTAZUU

« Jluapes, mpoaoipkaroiasicst bosiee 1 Mecsiia He MOAAAr0IIAasICsl CTaHAAPTHOW Tepanuu,
CHUHJIPOM HapyIICHHOTO BCACHIBAHUSI

*  AyTOMMMYHHbIE 3a00JI€BaHMUS
*  VYmeHblleHuE TUuMQOY3JI0B U MUHIAJIUH

« I'emaronornueckre HapylIeHUS: alIaCTUYECKAs WIM T€EMOJIUTUYECKAsl aHEMUSI, HEUTPOIICHUS,
TPOMOOLIUTONICHHUS.

3. Penkue (Hecneuuduieckue)

e Iloxynanue, tuxopaaka

e XPOHHUYECKUN KOHBIOHKTUBUT
e  VYBenuueHue IUM(DOyY3I10B

e TemarocmuieHoMeranus

e Aprpairus, apTpur

e XpoHuyeckuit aHIEHATUT

*  PeummuBupyrommii MEHUHTUT
*  Oc0XXHEHHS BaKIIMHAIIUHA

*  bpoOHXO03KTa3bI

e XPOHUYECKUU CTOMATUT, IAPOJOHTUT




