[TonoBpPETEHHBIE U
BPOXOEHHbIE
MMMYHOOEMULINTDI



UYto Xe Takoe MMMyHoAepULMT?




KnuHuvyeckue KMoUM K AUArHOCTUKe
UMMYHO4ehULIMTA

2.1. YacTnie npocTynHue 32boneanm (bonee 4 paz B rog A1 B3POCIkX H bonee 6 pae y geTei)
2.2. Penupueupyiom i repnec, 4-6 obocTpeHsHi B rogy

2.3 3abonesanua OTHTOM, He MeHee 2-4 obocTpeHHi B TeUeHHe OJHOr O rofa AJ5 BIpocaux H 6 — 8 gux
neTeH

2.4. Hecxonrko NogTBepK AeHHAEIX CePhed HhIX CHHYC HTOB (He MeHee 2-4 obocTpeHHHE B TeueHHe OfHOr O
rofa 4% BIPOCHLIX H He MeHee 4 — 6 pa@ B TeYeHHEe OJHOrO rofay AeTei)

2.5. TlotpebHoCT: B ANHTENLHOH TEPANIHHE AHTHOHOTHKAMHE IS KY THPOBaHEA HHQ ekIHH (10 2 MecsLer
HIH Donee)

2.6. Bonee gBYX noATBepXeHHRIX MHEBMOHHH B TedeHHe 1 roga
2.7. IlogropHule rirybok He abeiecC hl KOXKH HIH BHYTPEHHHR OPraHORB
2.8. I'myboxue MHKOZhI

2.9 He menee gByX riyOoKHX HHOEKIHH, TAKHK KAK MEHHHT HT, OCTEOMHEIIHT, LEJUIKNIHT, CEeIC HC B
TeyeHHEe | roga

2.10. OcobeHHOCTH TeueHHN TeYeHHE HH(} EKITHOHHO-BOC TATHTEILHAX 3200NEeBAHHH, 3 ADDK HOE, BSOS,
XPOHHYECKOE, YACTO PEIHAHEHPYICIIee, HEYCTOHYHBhIE PEMHC C HH, CKIIOHHOCThE K OCJIOXK HEHHSM H
I eHePAI HIALIHH

2.11. PedpakTepHOCT: K TPAAHIHOHHOMY JIe4eHHIO, HeobmrHue BO3bYgHTeNH (V¥ CI0BHO-IATOr EHHAS
$bIopa, OIMOPTY HHCTHYECK He HHO EKI[HH, IIepC HCTE HI[HY BHPY C OB, BHY TP HKJIETOY HRIX DakTepHH)

2.12. Mamenenus B obujem aHanuze KpoBH (abc omoTHAS He HIponeHHs, abc onioTHAS THM( OTIEHHS),
DHOX HMHYECKOM AHANHIE KPOBH (I HIOr aMMar 100y HHe MHS)




3abonepaHuA, NpU KOTopbIX MOBbILUeH PUCK

UHbDeKLIMK

[MpuynHa

3aboneBaHue, COCTOAHUE

Hapyiexia
KPOBOOOpaleHNA

C eprIOBMTHOKJICTOUHAA AHEMUA, CAXaPHBI JUA0ET, BP O3KCHHBIE ITOPOKA
cepALIa, BAPHKOFHOE PACIIMIPEHIE BEEH HOT, M GaHT Y KTA31A, [IEPUKAP AT

OO0 CTPYKTHBHBIE
HApPVILICHUA

O GCTP}’KI_IHH MOYCTOYHITKA M MOYCHCITYCKATCIbHOI'O KAHANA,
GIJOHXPIaJIbHaH aCTMa, aJIJICpI'I/I‘ICCKI/lﬁ PHHIT, HAPYIIKHMIC ITPOXO0 MO CTI

CIIYXOBOI TPYOBI, MYKOBHCLIZO3

Hapyiexue
LICJIOCTHO CTH KOXKH
M CI3HCTBIX

SYZIHIH/IC ACPMATHITDI, O3KOI'H, OTKPBITHIC ITCPCIIOMbBI HCPCITA, IKFTOBMHO-
A3bIMMHAA KIMCTa MM CEHIIIIKH, ITCPEMYHAA ITHMIHMApHAaA JHCKITHCSHA

Huopoasbie Tena

JIVIKEOp OTE O QALY IIIYHT, LIEHTPAIbHbIN BEHOHbIM KATETEP,
IIpOTE:FPOBAHHbBE KIallaH cep/ALia, MOUEEO0 KaTeTep, MHOPOJHOE TENIO B

AbIXaTCIIbHbBIX ITYTAX

Hapyiexue
HOpPMAabHOM

MHKP 0 QuiopbI

AHTMMMKP00HAA TeparuiH, XpOoHHYECKaA MH{CK WA, BbI3BaHHAA
MUKD 0 OPTaHI3MAMH, VCTOMUMBBIMI K AHTUMHKPOOHBIM CpPeICTBAM, YAaCTOE

perH{RI P OBaHIEe, HATIPHMED Yepes arpaAsHEHHYIO BOJY M TIPH
KOHTAKT¢ ¢ MHKIIFIOHHBIMI 00JIBHBIMI

E. R. Stiehm. Immunodeficiency disorders: General considerations. In: E. R. Stiehm (ed.), Immunologic Disorders in
Infants and Children{Znd ed.). Philadelphia: W. B. Saunders, 1989




[narHos MMyHopeduLuTa NoppasymMmesaeT
WCKITHOMEHME WHBIX MPWYWH, CNoCOBCTBYIOLLMX
PasBUTUIO MHDEKLIMOHHOro npoLiecca

Hanpumep:
PeunavB nHdeKUMOHHOMO npoLecca B OAHOM U TOM K€ MECTE —
NPOTUB UMMYHOAE dMLUTA

PeLunanBupyloLWmnMiA MEHUHMUT — UCKMOYKUTL naTonoruo 1O P-opraHoB
YacTble MHEBMOHUN — CTPYKTYPHbIE HapYLUEHWUA OpPraHoOB J,blXaHuA




KnuHuYeckM anroputM JUArHOCTUKU M
neyeHUs UMMyHoJedULIMTOB

. ImeeTcA
. QreyTeTBYeT

. MepBWYHbIe (reHeTUYECKN AeTEPMUHUPROBaHHbIE)
. BTopuyHble (BcnegctBue Kakv-rmbo 3aboneBaHui)

. HegocTaToyHOCTh NYMOparbHOre MMMyHUTETa

. HegocTaToyHOCLTh KNETOYHOrO MMMYHUTETA

. KoMBuHMpoBaHHAA HeAOCTATOUHOLTb NYMOPArbHOroe M KNeTOUHOro UMMyHITETa
. HegocTaTouHocTh haroyuros

. HegocTaToyHOCTh KOMMNEMeHTa

. "Borbume" MMMyHo e LTI
. "Marbie" nmMmyHogeth LTI
. COMHUTerbHble (NoXoxMe Ha) UMMyHoAed UTbI

. MpuMeHeHe MMMYHOMOAYTATOROB NPUHOCUT CYLECTBEHHYIO NOIb3Y
. MpuMeHeH1e UMMYHOMOOYNMATOROB He MPUHOCUT CYLLECTBEHHOM Norb3y




Knaccupukalua UMMyHoaedpULMTOB

1. NepBUYHBbIE (rEHeTUYECKN
AeTepMUHUPOBaHHLIE)

2. BTopuuHblie (BcrneacTBUE KaKNX-
nubo 3abonesaHuin)

3.

1. HegocTaTOMHOCTE NYMOPAaNLHOro
WMMYHUTETa

3. KombuHupoBaHHas
HeOCTATOUYHOCTE NYMOPANbHOro U
KNeTOYHOro UMMYyHUTETa

4. HegocTaTOMHOCTL ParoLMToB
5. HepgocTaTOMHOCTE KOMMITeMeHTa




YTo neXxuT B ocHoBe WMMMYHoAedULIMTA

[MepBUYHBIE (FrEHETUYECKN
AeTEPMUHUPOBAHHbIE)

BTopuyHble (Bcneacteue Kakux-nubo
zaboneBaHun)

HapylueHne akTMBHOCTW UMK
OTCYTCTBUE (hEPMEHTOB

OTCYTCTBUE NOMNYNALMA UMMYHHbIX
KNeToK

OcnabneHune pyHKUNOHANBHOW
aKTUBHOCTVN UMMYHHbBIX KIeTOK

BpoxaeHHble/npuobpe TeHHbIE

3N0KavyeCcTBEHHbIE H OBOO6pa3OBaHMFI

NHderynu
HapylueHna nutaHus
JleyeHne UMMyHOAENpEecCaHTaMu

Beceraa npuobpeTeHHble




Yto cTpagaeT npu nmMmmyHoaedonumTax

Bug,
UMMYHUTETA

KneTku

PYHKLIWA

MymoparbHbli

B-numdoymTel

[MpoayKUMA UMMYHOMODYNWHOB — aHTUTEN, KOTOpbLIE
obecneyneadT aHTMbakKTepransHbIM M NPOTUBOBMPY CHIA
UMMYHUTET. Y4acThe B BOCNANEeHW! .

KreTo4YyHbi

T-nUMchoLMTEI

EK-kneT

[MpoaykuMa LMTOTOKCHMHOB. ObecnevyeHne NpoTUBOBMPYCHOTO,
NPOTUBOOMYXONEBOro MMMYHUTETA, OTTOPHEHWE TPAHCNNaHTAaTa.
YJYacThe B BOCNAneHWu .

PazpyWweHne MHDUMLUMPOBAHHBE BUPYCAMWM M BHY TPUKNETOYHEIMK
DaKTepuaMK KNETOK, KNETOK ONYXONer KOTOPLIe NI EHb
HOPMAanNkHbEK AHTMIEHH LK MAPKEPOE.

Hecneywup nyeck
w

Makpodamn

[ paHynouUuThl
TpomboUNTEI

KoMNOumMeHT

PacnozHaloT aHTHreH M NPeacTaEnaioT ero NMMGoMAHBIM
KeTKam . © aroLMTURYIOT BHeKNeTouHble BakTepuu.

daroynTupyto T BakTepun . [poTUBONEPa3UTapHEIA MMMYHWUTET .
daroynTos BaKTepuid U BUPYCOB.
YyacTue B BOCNANeHWW, NU3MCe KNeToK 1 BakTepui.




UMmmyHoaedpuupmel  (UC)

* CHU¥EeHWe PYHKLMOHANbHOM aKTUBHOCTU
OCHOBHbIX KOMMOHEHTOB CUCTEMb
UMMYHUTETA, BeAyLLMe K HapyLLUEHUIO
aHTUreHHOro roMmeocTasa opraHusama u
npexae BCero CHUKEeHUo cnocobHocTH
opraHuamMa salluLaTbea OT MUKPOoDoB K

NPosaBNAOLEECA B NOBbILUEHHOM
MHEKLIMOHHOW 3aDoneBaeMoCTI.

HapyLUeHWA MMMYHOHOI’IAMGCI{OM
PEAKTUBHOCTH, O6yCﬂOBﬂeHHble BbllagdeHWem

OAHOIo Uik HeCKOJ1bKNX KOMIMOHEHTOB
WMMYHHOTO alnapaTta Ui TeCHO

B3aUMOAENCTBY IOLLMX C HUM
Hecnelynpu4ecknx dakTopos.




Y nojen, ctpagatolnx MUMMyHOA eULIMTOM,
OTMeYaeTCs BbICOKad YacToTa obpasoBaHUd
3MNOKa4Y€CTBEHHbIX ONYXONEN U ayTOaHTUTEN
(mocneaHee MOMET CONPOBOMAAaTbCA ayTOMMMYHH bIMW
3aboneBaHUAMK). 3TO ODYCNOBMNEHO HaPYLUEHUEM
perynaunm akTUBHOCTU T-KNETOK UMK HECNOCODHOCTLIO
opraHuamMa crnpaBUTbCH C OCHOBHbIMW BUPYCHbBIMU
3aboneBaHUAMMN.




UMmMmyHOoAeDMUNTHBIO COCTORHUA

CHuxeHne QyHKUMOHANBHON aKTUBHOCTH OCHOBHLIX KOMNOHOHTOB MMMYHUTETA, BeayLLee
K HAPYLWWEHMIO 3aLUMTH OPradmuama OT MHQEKUMOHHBIX areHToB ¥ NPOABNAILILIeECH
B NOBLIWEHHON MHDEKUMOHHON 3a00NeBaeMoCcTH

1 \ Bropuunsie (HapyweHmus

nopammuo (BpOoXxeHHLIe CHUCTeMmu B NnoaaHeMm
HApPYLWeHUA CUCTeEME UMMYHMTETA, NOCTHATANBHOM NepHoae)
CBHIAHHLIE C NeHeTHYeCKrMn

AePEKTaMK KNETONHOIO, CnoMTanusie (Npu oTCYyTCTEMK

rYMOPANbHOro UMMYHHTETa, MpuoBpeTeHHsIe  gouoit npuumkeb). Knnsusecku
darounTosza, KOMNNEMEeNTa) (cnua) NPOABARIOTCA B BUAG
>40 BMA0B, BCTPE4AIOTCH XPOHMMECKUX PELMANBUPYIOLLNX
1:25 000-100 000 yenosex MHOEKLIMOHHO- BOCNANU T NbHbIX
npoueccos 8 nerxmx, XKT,
YPOr@HUTANBHOM TPaKTe U T.A.

UrayunposaHHbie
1. Npn HanmuMn KOHKPETHON NPUYMHBL. PEHTIeHOBCKOe oDnyyenne, AeicTane
KOPTHKOCTEPOUAOR, LMTOCTATHKOS, TPABM, XHPYPIMHeCKHX BMellaTenscTs
2. PassnearoTCa BTOPUMHO NO OTHOLEHWIO K OCHOBHOMY 3albonesanmo (anaber,
3a00NeBAHMRA NONEK, NEYEHN, INOKAYECTBEHHLIE HOBOOOPazoBaHMA U Ap. )
TPAH3INTOPHLIE ~ YCTPAHSIOTCH NPU NHKBMAALIMK NPHYHHB




[lepBUYHbIE UMMYHOAEMDULINTHBIE

COCTOAHUA

BpOXAEHHbIE (FEHETUYECKNE UK IMOpUONAaTUK)
HapyLlEeHNA CUCTEMbl UMMYHUTETA C AedbeKTaMn OAHOro
NN HECKOJbKUX €€ KOMMOHEHTOB, 8 UMEHHO. KNETOYHOrO
N rYMopanbHOro UMMYHUTETA, haroLnMTosa, CUCTEMDI
KOMMnemMeHTa. B HacTodAlee BpeMA UAEHTUCMUMPOBAHDI

MHOME AECATKU BPOMAEHHbIX AEEKTOB CUCTEMbI
WMMYHUTETA, HO OYEBUAHO, YTO A EUCTBUTENBHOE YUCTO
MO 3HaynTenbHO Bonbwe. CKpuHWHN Ha VI TpebyeT
nccneaoBaHua y nauMeHTa cocToAHUA B-KNeTOYHbIX, T-
KNETOYHBIX M KOMOUHUPOBaHHbLIX B- U T-KNeTOYHbIX
yHKLUMIA. HeobxoauMmo onpeaeneHne cCUCTEM
BuonorMyecKon aMmrndmkaLvin (KOMneMeHTa,
LIMTOKMHOB) U ©a3UCHbIX 3PGEKTOPHbBIX MEXAHU3MOB
(charoumTo3a KU BocnanutenbHoro oteeTta) (CTUA, 2001).




BTopuyHble UMMYHOAEMULINTHBLIE
COCTOAHUSA

HapyLLUEHNHA UMMYHHOW CUCTEMbBI, pa3BUBaloLMecs B NOCTHEOHATANIbHOM
Nepuoae y AeTell UNu y B3POCIbIX U HE ABNAKLNECH PE3YNbTATOM
reHemyeckux gedektos. Cpean BT BoiaeneHbl Tpu hopmMbl:
npuobpeTteHHada, MHayuupoBaHHasa, cnoHtadHHaa (CTHA 2001).

Haunbonee apkum npumepom npuobpeteHHon dopmbl BTU aBnaeTtcs
BUY-nHhekuna ¢ pasBuTMemM CUHApPoOMa NpuobpeTeHHoro

ummMyHoaeduuyuta (Crumd).

CnoHTaHHaa copma BT xapakTtepusyeTcs oTCYTCTBUEM SBHOW
(0YeBUAHOW) NPUYNHbBI, BbI3BaBLLEW HAPYLLUEHUE UMMYHHOW PEaKTUBHOCTH Y
BonbHOro ¢ Yepeon cneaylowux Apyr 3a ApYyromM YacTo BANO TEKYLUUX
WHEKUWOHHbIX 3aboneBaHun U OTCYTCTBUEM KaKUX-NMDO OTKNOHEHWUW B
WMMYHHOM CTaTyce (Npu COBpPEMEHHOM ypoBHe obcneaoBaHus).
CnoHTaHHaa — 3710 BT ¢ He BbISBNEHHBIMW NPUYNHAMU.

UHayuupoBaHHaa dopma BT y aetei Hanbonee yacTo BbizBaHa
AehuunTamMn NMTaHUA (B TOM YACne U BHYTPUYTPODHBIMK), MHEKUWAMHA,
cpean KoTopbix ocoboe MeCTO 3aHUMaO T BHYTPUYTPODHBIE, ANapeiHbIM
CUHAPOMOM.




* BKOYAKOT B cebd rpynny 3aboneBaHni, KNMHUYECKU U
UM MYHOMOTMHYECKM XapakTEPUIYIOLLYIOCA AeEeKTOM Kak
T-, Tak n B-numdoumnToB.

BKIOYatOT 3aboneBaHms, Npu KOTOPbIX UMMYHOAedULNT
ABNASTCA OAHWUM N3 OCHOBHbBIX CUHAPOMOB, HO He
&/l MIHCTBEHHbIM.




Knaccudukaumsa nMmMyHoAehULIMTHBIX COCTOSAHUIA

T eh uiuT cHCcTeMBL edHITUT K0 MIOHeHTa | HOEPOOHEE OaKTepuH AHTHOHOTHEH
[ onIIIE MEHTA KonmnemesTa C3

T e uuT KIETOK AP OHHYECKHHA TPaHyI0MAaTO: BaxTepum, cofep KauuefHTHOH O THIKH
MHEJOHIHOTO pAga KaTanazy

B-xknetoyHem medumuT Jdelckad CUENNeHHad ¢ noJoMIHOoepogHER DaKTEpUH [MaMma-rnobymu

arammaryo6ynuHeMua  (BonesssPneumocystis caring

BpyToHa)
T -KIeTOYHEE OedImuT Unomnasua TMMyca Candida, BupyCEI TpaHC IIAHTAIHA
TIMyCa
T e HIUT CTEOJOBBIX KIETOK TAXENBL KOMOHHHD OBaHHED Bce, YKa3aHHEIE BROIIE Tpa"cnna"TaIHA
neduuur  (aramMmarso 6yIHEE MAA KOCTHOIO MO3Ta

IIIE EAI] a0 CKOT'0 THIIA)




o= Knaccupukaums

STOpUYHbIE
WMMYHOAEDULUTSI

(B0 0q 8 HHBIE HTH 1P H
BHETHYE CIAE (D AKTOPS!)

e
HeobpaTtumble BpeMeHHbIe (napaantopHeie)

Hehuuurbl MMM YHHOW

Heduyurbl Hecneywud M4eCKoK

KoMBuHUpoBaHHbl e

[ ] - )
LB, 81 BN -—HHBIE
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[MepBUYHbIE UMMYHOAEDULIMTEIMOTYT ObITh
obycrnopneHblcrneaylolLMMU hakTopamMu:

0edPEKTOM KPOBETBOPHOW CTBONMOBOW KINETKU —
poaoHadanbHUUbl T- U B-KNEeToK y MNEKoNUTAaOLL|UX;

neekToM T-CUCTEMbl MMMYHUTETA,;
nedekToMm B-cuctembl UMMYHUTETA,;

KOMOWHWPOBAHHbBIM MopakeHweM T- 1 B-cuctem 1 TecHO
CBA3AHHLIMW C HUMW QaKTopamMmn HecneLnuyeckon 3aLluTbl.

OO HOM N3 OCHOBHBIX NPUYUH PAHHEN CMEPTHOCTU KUBOTHbIX
C COCTOSAHWEM UMMYHOAEDULMTA ABNAETCH BOSHUKHOBEHKWE
NHADEKL|MA.




