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UMMYHOOE®UNUNT — CTOUKUE CTPYKTYPHbIE UIBMEHEHUA B UMMYHHOU
CUCTEME, BbIABNAEMbIE C MNOMOLLBbIO NABOPATOPHbIX
I/ICCJ'IE,D,OBAHI/II/I ABNAOLWMUECA MOPDONOIMNMYECKOU BA30U
UMMYHHOW HEQOCTATOYHOCTU U UMMYHONATOJIOI NI,
WMMYHOOE®ULINT HE BCEI'QA COMPOBOXAOAETCA KNUMHUYECKUMU
NMPOABJIIEHUAMW. YALLE BCEIO 3TO IN'PYIIMNA PUCKA PA3BUTUA
UMMYHHOW HEQOCTATOYHOCTU UM UMMYHHOW NATOJIOM MU
(MMMYHOKOMMNPOMEHTUPOBAHHbIN XO3AUH).

UMMYHHAA HEOOCTATOYHOCTD - KMTMHUYECKUE NPOABNEHUA HAPYLUEHUN
®YHKLMAN UMMYHHOWN CUCTEMbI, CBA3AHHBLIE C PEANTU3ALMEN
YYXEPOOHBLIMU AHTUTEHAMU CBOWX NATOMEHHbLIX CBOMCTB.
UMMYHHAA

HEOOCTATOYHOCTb MOXET BbiITb OTHOCUTEJIbHOMU - KOJIMYECTBO U
KAYECTBO AHTUTEHHOWN ATPECCUU NPEBBLILWAET ®YHKUMNOHAJbHBIE
BO3MOXXHOCTU MMMYHHOWU CUCTEMbI; U ABCOJIIOTHOWU - CHUXKEHUE
®YHKUMOHATBbHbLIX BO3MOXHOCTEW MMMYHHOW CUCTEMBI Y
MMMYHOKOMIMPOMETUPOBAHHOIO XO3AUHA (MMMYHOOAEDULIUT).

MMMYHOIATOJIOIMMA - KNMHUWYECKUE NMPOABJIIEHUNA W3BPALLEHHbIX
®YHKLUUNA MMMYHHOWN CUCTEMbI B OCHOBE KOTOPbIX MHULIMALINA
NOBPEXOEHNA KOMNOHEHTAMU CAMOU UMMYHHOW CUCTEMbI,
Eg-l(-)cl)/I%I?I'IEAB cuny PAOA OBCTOATENBCTB NPUOBPETAIOT MATOMEHHBIE

BA.



PyHKUMOHanbHasa cneyundpmka MUMMYHHON CUCTEMbI
(NpeunMyLiecTBEHHO 3aWMTHaA (PyHKLUNA) COCTOUT B
TOM, YTO He Bcerga CTPYKTYpHble HapyLlleHus B
MMMYHHOM CUCTEeMe OyayT COnpoBOXAaTbLCS
HapyweHuem ee pyHKUumn. HapyweHue pyHKUNN
npon3sonaeT NuUilb B TOM Cryvae, ecrfiv HapyLleHHoe
3BEeHO OyaeT BoCcTpeboBaHO AJiA BbINOJIHEHUA
UMMYHHOWN CUCTEMOU CBOUX 3aLUTHbIX pyHKUNN. [1pn
OTCYTCTBUM TaKOU BOCCTPEOOBAHHOCTUN CTPYKTYPHbIE
HapyLweHUs B oTAeSIbHbIX 3BeHbAX MMMYHHOWN CUCTEMbI
MOryT (PyHKUNOHANMbHO HUKaAK He NPOSABNATLCS
HeonpeAeneHHO Aonroe BpeMmsi.



He BCAKne nameHeHuss B UMMyHoOrpamme cnepnyet
TpakToBaTb Kak uMMMyHoaedpununt. Bo3amMoXxXHa peakuus
MMMYHHOM CUCTEMbI Ha KaKkne-nmbo Bo3aencTBuUA,
KOTOopas npexoasiwia (TpaH3uTopHas) n He TpedyeT
Koppurnpyrowmx BmewiatenbcTB. B cBoe Bpems
nosiBUNiacb macca pabort, rae UaMmeHeHUs1 B OCTPYHO
da3zy nHpeKLMOHHbIX 3aboreBaHNU, NPU OTPaBIIeHNAX
U T.4. TPAKTOBaNUCb Kak UMMyHoaevuuTbl. Bpap nu
3TO NpaBUSIbHO, MOCKOJIbKY MMMYHHas CUCTEeMaA, KaK U
nobasa gpyrana AofKHa pearmpoBaThb Ha OCTpPYHO
NaToNorno U BHelWHue Bo3aencTeus. [lpyroe aeno,
€CJi1 Bbi3BaHHbIe TaKUM BO34eUCTBMEM U3MEHEHUA B
UMMYHHOM CTaTyCce He BOCCTaHOBUMNUCL, a
3apMKCUpoBanuUcChb U NpUBenu K CTOUKUM CTPYKTYPHbIM
HapyweHusaM. B cBA3u ¢ aTum, nop
nMmMmyHopgedvumtTamm cneayet NOHNMMaATb CTONKKUE
CTPYKTYPHbI€ U3BMEeHEeHUSA B UMMYHHOM cTaTtyce,
MoryLiue npmBecTU K pasBuTUIO MMMYHHOM
HeAOCTaTOYHOCTU UMM UMMYHOMATONONMUMN.



[NepBUYHbIE UMMYHOOE(PUNLUTDLI - 3TO FreHEeTUYECKHU
AeTepMUHUpPOBaHHbIe AedeKTbl OQHOro UM HECKOSTbKUX
MeXaHU3MOB UMMYHHOI0O OTBeTa U B3aUMOAEUCTBYHOLLUX C
HUMU Hecneundmnyecknx paktopons. OOLIKHOBEHHO OHU BeAyT K
TSKeNnbIM BPOXAEHHbLIM 3aboneBaHnAaAM, vyalle C
HebnaronpMATHLIM NCXOO0M NMPU OTCYTCTBUUN afeKBaTHOM
3amecTuTeribHOu Tepanuun (ecrim oHa Bo3MOXHa). Cneayer
caenaTtb oroBopky. lNepBuyHble N BPpOXAEHHbIE
nMmMmyHoaeduMUUTbI — 3TO He Bcerga oaHo U 1o xe. [NepBUYHbIE -
BCerga reHeTu4ecku obycrnoBrneHHble aedeKkTbl. BpoxaeHHble —
yaiie reHeTU4YeCKn odycnoBrieHHble, OAHAKO, OHU XXe MOryT
ObITb U crieacTBMEM BepTUKaNbLHOU nepeaavn nHdekuum nnum
BHYTPUYTPOOHOro MHPULUMNPOBAHUA U T.A.

BTopuiHbie uMMyHOAe(PNLUUTLI - 3TO UBMEHEHUA B UMMYHHOM
cTaTtyce, Bbi3BaHHble KAKOU-NMMOO BHELUHEU MO OTHOLUEHUIO K
UMMYHHOM CUCTEME NPUYUHON. DTN USMEHEHUA MOryT
BO3HUKHYTb aHTeHaTaNbHO (B XxoA4e BHYTPUYTPOOHOro
pa3BuUTUSA), NnepuHaTanbHO (B poAaax) U nocTHaTanbHO (nocne
poXxaeHusa), T.e. Ha NOOOM 3Tane OHTOreHesa.



[lepBUYHbIE MMYHOAOE(PULUNTLI BCTPEYaAKTCA NOYTHU
UCKIKYUTESNIbHO B AETCKOM BO3pacTe, MOCKONbLKY B
OonbLKMHCTBE crly4yaeB U3MeHeHUSA B UMMYHHOM
cTaTtyce U Hepeako B ApPYrMx cucrtemMax npu HUX
HACTONMbKO BbIpaXXeHbl, YTO PeOEeHOK C NepPBUYHbIM
nMMyHooeUMTOM Yalle He AOXUBaeT 40 B3POCrioro
Bo3pacTa. Jinwb o4yeHb HeOONbLUAA YacTb NePBUYHbIX
UMMYyHOAePNLNTOB MOXET NPoABNATLCA B Bo3pacTte 15
net n paxe cnycta 30 net. K cyacrtbio,
pacnpocTpaHeHHOCTb NepBUYHbIX UMMYHOOE(hULUNTOB
HeBenuka. lo gaHHbIM EBponeunckoro obwecrtsa no
nepBUYHbLIM uMMyHoaeduunTam, K cpeanHe 1998 r. B
EBpone ObIno 3apeructpnpoBaHo 7587 O0ONbHLIX C
nepBuUYHbIMU MMyHoaedpuuntamm (C.A. KeTnnHckunm,
B. C. CmupHoBs, 2000). OgHako no gaHHbIM nocriegHnX
nyonukaummn, yactota nepBUYHbLIX MMMyHoaepNLNTOB
HEeYKNMOHHO BO3pacTaeT, UTO MOXET CIYXUTb
noaTBepXaeHNeM BITUAHUSA 3KOSNTOrMYecKoro
HebOnaronony4msa Ha reHocoHA.



KnuHnyeckme npoaBrieHNAa nepBUYHbLIX I/IMMVHO.EI.erVILIMTOB.

XapakTepHble
PeunguBupyrowme nHpekunmn BepxXHNX AbixatenbHbIX NyTen
Taxenble 6aKkTepuanbHble MHdEKUnn
XpoHun4yeckue nHdekunm, nNoxo nogaaromecs rie4eHUro
YacTtble

3agepxKka pa3BUTUSA

UHdekunn, Bbi3BaHHbIE peaKMMU MUKPOOpPraHn3mamm

lNMopaxeHna KOXu: CbiNnb, CEOOpPEenHbLIN AepMaTUT, Nnnoaepmus, abcuecchl,
anoneuus, syasuime aepmMaTosbl, TefleaHrMaKTasmm

CTouKMn KaHANA03 NONMOCTU pTa

[NoHOC, cCMHAPOM HapyLeHHOro BcacbiBaHUSA

CTonKkne CMHYCUTbI, MaCTONaUTLI

PeunguBupyrowymm 6poHXmNT, NTHEBMOHMUA

AyTOMMMYHHbIe 3aboneBaHus

YMeHblueHne nuMmgoy3noB U MUHAOANUH

[emaTonornyeckue HapyLeHus: annacTuyeckass UMM remoriMTuYecKast aHemus,
HeUTponeHus, TPoMooLMUTONEeHUNA



KnuHuyeckue nposiBreHnsa nepBuYHbIX MMMyHoaedULINTOB.
Peakue

lNoxyanaHue, nuxopaaka
XPOHUYECKUUN KOHBIOHKTUBUT
YBenuuyeHue numdoysnoB
enaTocnneHomMmeranus

TsKenble BUPYCHbIe UH(EKUuMU, Hanpumep, Bbi3BaHHblIe BUpPycaMu NPoOCTOro
repneca wnu varicella-zoster

ApTpanruun, apTpuT

XpoHun4yeckum aHuecdanut
PeunanBunpyrowmm MEHUHIUT
laHrpeHo3Has nnopgepmua
OcnoXxHeHnda BakUMHaLUUn
BpoHXxo3KTa3bl

[Nlo3aHee oTnageHue NYNOBUHDI
XpOHNYECKMM CTOMATUT, NapafoOHTUT



Knaccudgpukauma nepBuUYHbLIX MMMyHoaAepULMUTOB eLle He
3aBepuieHa. CylecTByOT pa3fiuyHblie noaxoAabl: No
rioKkanusaumm, no YypoBHKO reHeTU4YeCKMUX OSTI0OKOB 3TanoB
pa3BUTUA UMMYHOKOMMETEHTHbIX KNeTOK, MO OCHOBHbIM
CUHOPOMaM U T. 4., OAHAKO B KIMTMHNYECKOUN NpaKkTuKe Hauobornee
4yacTo Ucnonb3yeTcHd Knaccudpukauma no riokanmsaumm:

- pedekTbl B-numcgounTtoB, rymoparbHOro UMMYHUTETA;
- pedekTbl T-nMmdounuToB, KNETOYHOro UMMYHUTETA;

- KOMOMHUpOBaHHbIe aedekTbl B- u T-numdounTos,
rymopanbHOro u

KNeTo4YHOro UMMYHUTETA;
- pedeKkTbl parounuTo3za U ONCOHN3aUUU;
- BepeKkTbl CUCTEeMbl KOMMJIEeMeHTa.



HedekTbl B-numdountoB, rymoparibHOro MMMyHUTETA.
MeXxaHU3MbI:

AedekTbl nponudepaunn, anddgpepeHLUNPOBKU U
akTuBaumu B-numcountoB, HapyLwleHue npoayKumm mn
cCeKpeuun MMMYHOrrnooyrnuHoB, AedeKkTbl LUTOKUHOB U
LMTOKUHOBbLIX peLenTopoB.

OCHOBHbIE€ KITUHUYeCKue NposiBreHUS:
peuunauBupylowme 6akrepuanbHbie UHMeKUnn.
OcHOBHbIe Ho3onornyeckme hbopmbl:

cuenneHHasa ¢ X-XpoMOCOMOMU araMmmarrnooynmHemums,
cuensieHHbIN ¢ nosnom runep-lgM-cuHgpom,

obLwaa BapuabenbHada runorammarnooynumHemus,
cenekTuBHbIN aeduvuunt IgA,

aecdnunut noaknaccos IgG,
AaucrammarnooyrimHeMum.




Obuwas eapuabenbHas cuno2ammazsiobynuHemusi (OBr).

310 nonumopdHaa rpynna nepBUYHbLIX UMMYyHoAe(hULUTOB C
BapunabenbHbIM gedrekTomMm (pyHKUUU NnMMcpOoLNTOB, MO3ITOMY CYLLECTBYIOT
elle HasBaHuA «O6wWun BapunadenbHbin uMmyHoaedpununT» (OBU) n
«ManonaTtunyeckana ¢ No3gHNM Ha4yarioMm UMMYHHas HeAOCTaTOYHOCTb»
(UMNH). OguHakoBO YacTo 6ONMET MYXXYMHbI U XKEHLLUHDI.
[MlaToreHeTM4YeCKOU OCHOBOMU SIBNSIETCA pe3KOoe CerieKTUBHOE CHMXEeHUue Unum
yaije CHMXXeHue BceX KrnaccoB MMMYHOINOOYNMHOB, OA4HAKO, 3TO
conpoBOXAaeTcs YMeHblueHueM npoaykumm uutoknHos (UN-2, UT1-4, UJ1-5)
n nHtepdepoHoB (UdP-ramma), N0O3TOMY AaHHbLIN MEPBUYHBLIN
nMmmyHoaedpnuut 6onee NpaBUNLHO OTHECTU B rpynny
KOMOVHUPOBaAHHbIX. CHUXKEeHMEe CBSI3aHO C HapylleHueM cnocobHocTu B-
KNeToK TpaHcopMunpoBaTbLCA B NMa3MoUunUTbl, yTHETEHMEM XeNnnepHoun
dyHKUMM T-nnmcpoumnToB 1 yCUIIEHNEM UX CYNPecCOopPHOro noteHumnana, a
TaKxe



B otnnyue ot npeabiaywnx uMMyHoaeULMTOB KNMHNYeCcKme nposierneHus npu OBl
MOryT HAYMHATbLCA KaK B AeTCKOM BO3pacTe, TaK, U OTCPOYEHO -y NOAPOCTKOB U
B3pocnbix. Y B3pocnbix OBl yalle HauMHaeTcAa y MyX4YuH B Bo3pacTte 27 JeT; Y XeHLWMUH
- B 35 net. [Nl KNMHNYECKUX NPOSBIIEHUN XapaKTepHa BbICOKasA YyBCTBUTENbHOCTb K
OakTepuanbHbIM, BUPYCHbIM U TPUOKOBbLIM UHEKUUAM; peuuanBmpyrowlee n
XpPOHUYeCcKoe TevyeHne ux. Y getem yailye 3To CUHYCUTbI, OTUTbI, XPOHUYECKas
NHEBMOHMUSA, THOMHbIE MOPAXEHUA KOXU U APYrnMX TKAHEeU, XpOHUYEeCKUue paccTpoucTea
nuweBapeHus (cuHapom manbabcopobuumn). No aaHHbim [1. B. Ctedhanu m 0. E.
BenbtuweBa (1996) yactorta (B %) pa3nnyHbix nposasneHn OBl y geteun cneayrowas:
NHEBMOHUMU - 87, cMHycuTbl - 60, aAnapesn - 57, 6poHx03KTa3bl - 53, rTHOMHbIE OTUTDI - 47,
¢hapUHIrUT-TOH3INNNNT - 43, KEPATOKOHBLIOHKTUBMUT - 27, pUHUT - 27, nnogepmun - 13,
FHOMHbLIN MEHUHIUT - 13, cencuc - 13, nnenoHedpUT, NAPOTUT, IHL,ehaANOMUNENIUT,
nepuopoHTUT - 3. TakKe y flIeTe BO3MOXHO pa3BUTUE ayTOMMMYHHbIX 3aboneBaHUA
(peBMaTOMAOHLIV apPTPUT, UOUONATUYECKAA TPOMOOLIMTONEHUSA) U aHEMUU
(nepHeumnosonono6HOM).

Y B3pocnbix HaMboree YacTbl XPOHMYECKUE peuuanBupylowme 6poHxoneroYyHble
MHEKUUN, KOTOPbIe, KaK NPaBUIO, OCIIOXHAKTCA OpPOHX03KTazamMu, amcpunsemon,
3MNUeMoM nneBpbl, THEBMOTOPAKCOM; MOpPaXXeHUs Xenyao4HO-KULWEeYHOro TpakTa
(xornaHruT, XoneyuucTuT, XorenuTnasuc, atpopmnyecKkum racTpur, amapes, creaTopes,
naAMOnno3, AucbakTepmos, CTPYKTYpPHbIe HapyLUeHUs1 KULLeYHOU CTeHKM). Yalwe yem y
AeTeun y B3pOoCnbIiX HAOMA4arnTCAA ayTOMMMYHHbIe, annepruieckue u
numdonponudepaTuBHble 3a6oneBaHus.



OcobeHHO TpeBOXHa Yy B3POCIbIX BbICOKaA 4YacToTa pa3BUTUA
HoBOOOpa3oBaHuM (pak xenyaka B 50 pa3s, numcgpombl B 300 pa3 yawge no
CpaBHEeHUI0 C opauHapom). Takum obpa3om, Hanborsee TunudHbIiMm ana OBl
ABJIAETCA coYeTaHMe NnopaxeHnsa 6POHXONero4Hon CUCTEMbI U XKenyao4HO-
Kuwe4yHoro Tpakta. Hambonee yactble BO30yauTenun: CTPEenTOKOKKM,
cTacpnNOKOKKKU, Heuccepumn, nceBaoMoHaabl, nAMoOnuu. Y bonbLuen 4yactu
OONbHLIX BbISABNAAETCA KAaHANAO03HbIN AUcOakTepmnos. Hacto bakTtepuarnbHble
UHdeKunn coyeTaroTcs C BUPYCHbIMU (OCOOEHHO C reprnecBupycamu) u
rpmokoBbIMU MHEeKUMAMU. [JOCTaTOYHO TUMUYHbLIM B KITIMHUYECKOWU KapTUHe
ABNAETCA CUCTEMHOEe yBenunvyeHue nmmdatnieckmnx ysnos, numcgpongHoro
rMOTOYHOrO KOonbLa, MHOraa yBerindieHme ceneseHku. NMpu nabopatopHom
nccriegoBaHUM XapakTepHO pe3Koe ceneKTUBHOe CHUXXeHue (4awe IgG) nnu
CHMXXeHne BCeX KrnaccoB UMMYHOINOOYNMHOB, CHUXeHue Konuyectsa B-
knetok, CD3+ n CD4+ numdcountoB, oTHocutenoHoe yBenuyeHume CD8+
knetok. CootHoweHne CD4/CD8 saiBnsieTtcs 00 beKTUBHLIM NoKa3aTesieM

TSXKeCTU TeyeHus 3aboneBaHuaA - Yem HuXxe nHaekc (0,7- 0,8) tem Taxenee
OBI.



B nabopaTopHONl JMAarHOCTUKE HMEET TaKXKe 3HAYCHUE
cHmwkenune npoaykuuu WMII-2, WJI-4, WII-5, HND-ramma
CTUMYJIUPOBAaHHBIMU JduM@onuTamMu. [IporHo3 cepbeseH,
OCOOCHHO B CBSI3U C NPHUCOCIAUMHEHHUEM OCJIOKHCHUM U
BBICOKUM PUCKOM OITyX0JICOOpa30BaHMS. JleueHwue:
3aMECTUTEIIbHAA Tepanus MMMYHOITIOOYJIHNHAMH,
aHTUOAKTEpUabHAsg  Tepamus, KOPPEKIHUS  HapyLICHUM
KJIETOYHOI'O 3B€HA, KOPPEKIUA JUCOAKTEpHO3a U (PEPMEHTHBIX
HApPYILICHWM, AHTUOKCHUIAHTBHI, BUTAMHUHBI, aJIAlTOICHBbI,
YCHJICHHOE O€IKOBOE MUTAHUE, CAaHAIIUS 04aroB MH(MEKIIHH.



OedekTbl T-nuMPpoUnTOoB, KNETOYHOro UMMYHUTETA.
MexaHU3MbI:
aedekTbl nponudepauun, andcgepeHUNPOBKU U aKkTUBauum T-
numdoumntoB, AedpeKTbl MOBEPXHOCTHbLIX peLenTopoB U

dHTUTEeHOB, ﬂ,erEKTbI LMTOKNHOB, UIUTOKMHOBbLIX peLenTopoB
BHyTpMKHeTO‘lHOﬁ TPaHCAYKLUUN CUTHATIOB.

OCHOBHbI€ KITMHUYECKUNE NPOABIEHUSA:

BbICOKasi YyBCTBUTEJIbHOCTb K BO30yAUTENSAM C
BHYTPUKIeTOYHOM JfioKanusaumeu (BUMpycbl, MUKODOaKTepuu,
rpuosl, Opyuennsl u gp.), npocTenwnm (NAMonun,
TPNXOMOHaAbl, TOKCOMJIa3Mbl, THEBMOLUUCTbI U AP.), a TaKXe
BbICOKUU PUCK Pa3BUTUSA 35T0Ka4YeCTBEHHbLIX HOBOOOpa3oBaHUMN.

OcHOBHbIe Ho30onorn4yeckue hbopmbil:
numdounTapHaa aucreHesus (cuHapom Hesenoda),

BpPpOoXAOE€HHasA rmnonsmna3nad uin atTpe3nd TuMmyca (CVIH,D,pOM DM
[>xopaxm),
XpOHVI‘IeCKI/IVI KaHONAO03 CITUBUNCTBIX N KOXMW.




KombuHupoBaHHble gedektbl B- u T-numdountoB, rymopanbHOro u
KNeToO4YHOro MMMyHuUTeTA.
MexaHU3MbI:

AedeKT IKCnpeccumn MorneKkyn rnaBHoro Komnsiekca rucrocoemectumoctu I m li
KfaccoB, HapylweHue TpaHckpunuum reHoB CD3y [1(1mn g, myTauusa ooLuen y-
Lenu UMTOKMHOB, AedreKT co3peBaHUs nuMdprounToB, AePeKT CTBOSMTOBbLIX
KNeToK, AePeKT reHOB TUPO3UHKUHA3, MHOXeCTBEeHHbIe AeeKTbl ULUTOKNHOB,
HapyLueHUue KOHTPOMA KreTOYHOro UMKra, HeCTabunbHOCTbL XPOMOCOM,
nedekT nepeaaum curHanos, myTtauum reHoB (ZAP-70, CIITA, RFX-S, CD4, CD7,
WASP), nedekt chopmupoBaHmna tpaHckpmnumoHHoro cpaktopa NF-AT.

OCHOBHbIE KITUHUYECKNE NPOABIIEHUSA:

OCTpble N XpPOHUYECKMe MH(PEeKLUUU, Bbi3BaHHbIe DaKTepUAMU, BUPYyCaMu,
rpmbamm, npocTenMwMMun, oNNOPTYHUCTUYECKUE NHeKkunmn (yCnoBHO-
natoreHHas doriopa), CKINOHHOCTb K reHepanu3auum, cerncucy, CenTMKonmeMmm
C BbICOKMM PUCKOM pa3BUTUA Ha NO3OHUX CTaauAax 3aborneBaHus
3N10Ka4YeCTBEeHHbIX HOBOOOpa3oBaHUMN.

OcHoBHbIe Ho30norn4yeckme popmebil:
TAXenbI KOMOMHMpoBaHHbIN UMMYyHoaeduuuTt (TKUA vnu SCID,
LLiBenuyapckun Tun nmmyHogedcgpuumTa),
CUHAPOM «ronbiX IMM¢OoLUTOBY,
cuHapom Buckortta-Ongpuua,
aTakcusi-teneaHruakrasusa (cusgpom Jlyu-bap),
cuHapomMm OmeHHa.




HedekTbl harountosa n oncoHmn3auumn.
MexaHU3MbI:

aedekTbl nponudepaunn n audpdepeHUNPOBKN KIeTOK-
npeAaLwecTBEHHMKOB rpaHyrnoumnToB, PyHKUUOHaANbHbIE Ae(eKTbl
cdarounToB (aare3nun, xeMoTakcmuca, NnornoTUTENIbHOU U
nepeBapuBaroLlen CNOCOOHOCTU, MeTabonunyeckmne gedeKTbl),
AedeKTbl KOMMNOHEHTOB KOMMMeMeHTa U aHTUTen.

OCHOBHbI€ KITMHUYECKUNE NPOABIIEHUSA :

yCTOMYUBDbIE K Tepannn UH(EKLUMNOHHbIe NpoLuecchl,
reHepanu3oBaHHble MH(EKLUU, THOUHbIE NpoLecChl C
abcueaupoBaHuewMm.

OcHOBHbIe Ho30onorn4yeckue hopmbil:
XpOoHMYecKas rpaHynemaTto3Hast 600ore3sHb,
cuHppom [1xo6a,
cuHgpom LLBaxmaHa,
cuHapom Heaunaka-Xvrawm,

He[4oOCTaTOYHOCTb Muenonepokcnaasbl (XPOHMYECKUU KaHAUA03).




IedeKkTbl CUCTEMbI KOMMJIEMEHTA.
MexaHU3MbI:

nedeKkTbl NPoAYyKLUMN KOMMOHEHTOB KOMMNEeMeHTa Unu
NX MHFIMONTOPOB, AedeKTbl IKCNPeccun UX peLenTopoB.

OCHOBHbLI€ KIIUHUYECKUEe NnposABJIIEHUSA.

ayTOMMMYHHbIe 3aboneBaHuUsl, CUHOPOM
LUPKYIUPYIOLLNX UMMYHHbIX KOMMJIEKCOB,
peunanBupyroLlmne dakrtepumanbHbIN MHEKUUMN,
Bbi3blBaeMble NpenmMyLlecTBEHHO HEUCCEepPUAMMU,
MEHUHIOKOKKaMUu, rOHOKOKKaMun, rpmbamm;
HacrneAcTBeHHbIU aHFTMOHEBPOTUYECKUN OTEK,
aTonnyeckune 3aboneBaHus.

OCHOBHbIe HOo30510rn4Yeckme Popmbi:
aedpmnunt C3 KOMNOHEHTa KOMMJIEMEHTA,
aedmnunt C2 KOMNOHEHTa KOMMMEeMEeHTa,
aepnumnt C1q MHrIMOMTOPa KOMNOHEHTa KOMMJIEMEHTA.




depuuum C2 komMrnoHeHma komnjgemeHma. [lonoBon 3aBUCUMOCTH
HeT. HauuHaeTcA B L[OeTCKOM BoO3pacTe, HO MOXET U no3Xe.
MaToreHeTn4yeckoun OCHOBOM ABnsaeTcs HEecCnocoOHOCTb
3NIMMMHMNPOBAaTbL MMMYHHbIE KOMMMEKCbl U BUpYyCbl. KnunHu4yeckas
KapTUHa HaNOMMHaeT CUCTEMHYHO KpacHytro BonyaHKy (CKB), oaHako B
otnunyme ot CKB npu atom 3aboneBaHuUM OTCYTCTBYIOT aHTUAAEPHbIE
aHTutena v LE-knetkn. Cneayet oTMeTUTb, YTO Ae(PULUUT OCTaNbHbIX
KoMmrnoHeHTOB KomnniemeHTa (C1q, C1r, C4, C6, C7, C8, C9) Takxe
conpoBoxpaaetcsd CKB-nogo6HbLIM CUHOPOMOM M 4YacTO COYeTaeTcH C
XPOHUYECKUM rnomepynoHedputom, 6O6onesHbio LWoHnanH-NeHoXxa,
AepMaToOMMO3NTOM, cCcUHAOpPOMOM CberpeHa, aHKUMO3UPYHOLLUUM
CNOHAUNUNTOM, peBMaTOUAHbLIM apTpUTOM, BaCKyJnmMTOM,
NOSIMMUO3UTOM. Takmm o0Opa3omM, nNpu HaNUYUN  KITMHNYECKUX
NPOABNEHUN CUCTEMHbLIX ayTOMMMYHHbIX 3a00fneBaHUU N OTCYTCTBUSA
XapaKTepHbIX MapKepoB WMX, crneayeT 3anofo3puTb BPOXAEHHbIe
AedeKkTbl KOMMOHEHTOB KommnnemeHta. B ocHoBe rnedveHus
npoTnBoBoOCHNanuTenbHas Tepanwus, nepenuBaHuA
CBeXe3aMOpPOXEeHHOU nna3mbil.




AHOManumn obmeHa BewecTB UMMYHOKOMIMETEHTHbLIX KIEeTOK
(meTabonuyeckue aedekTbl).

MexaHu3Mbl.

PaHee 3T BapuaHTbl NepBUYHbIX UMMYHOA4E(PULUTOB OTHOCUNN
B rpynny KNeTo4YHbIX U KOMOMHMPOBaAHHbLIX, OAHAaKO, bonee
npaBuIiIbHO X OTHOCUTbL B rpynny Metadbonmnyeckmx, NMOCKOSbKY
B OCHOBe HapyweHUNn PyHKLUN UMMYHHOU CUCTEMbI U
KIMTMHUYECKUX NPOABIIEHUN NMPU HUX NeXaT BPOXAEeHHbIe

depmeHTHbIe AedeKTbl U UMEHHO UX KOPPEKLNSA NEeXUT B OCHOBe
rle4eHusl, B TOM YMcrie, U C NOMOLLbLIO FeHHON NHXEeHepuM.

OCHOBHbI€ KITMHUYECKUE NPOABIEHUA:—
aHanornyHol TakoBbiMm npu TKUL.

OcCHOBHbIe Ho3onorn4yeckme popmbil:
He4oOCTaTOYHOCTb afeHO3nHAe3aMUHa3bl,
HeAoOCTaTOYHOCTb NypPUHHYKNeoTuadocodopunasbl,
aedpumnT MeTuUnkobanamMmumHa,

OnoTnH3aBUCMMasa HEeAOCTAaTOYHOCTb KOKapboKcunasbl.




HedocmamoyHocmb adeHo3uHde3amMuHa3bl (ALA). NMonoBasi 3aBUCUMOCTb He OonucaHa.
3aboneBaHMe HauuMHaeTcA B Bo3pacTte 3-6 mecsiLleB, HO CYLLECTBYHOT U OTCPOYEHHbIE
BapuaHTbl aecpumunta AJA (B Bo3pacTe HeCKONbKuxX net). llatoreHeTU4eCKOM OCHOBOM
ABNSAETCA HaKOMJeHne TOKCU4YeCKMX NpoayKToB B ycroBusx orcytcreusa AQA. 3To,
npexae Bcero ae3okcuageHo3nHTpudocdar, KOToOpbIU, CBA3bIBasACh C
puboHyKkneoTuapeanykrasom nHrnoupyet ee u 6rnokupyet cuHte3s [1HK. Nomumo atoro,
HakKonneHme S-aAeHo3UNIroMoLUCTEeMHA HapyLlaeT npoueccbl METUNNPOBaHUS.
KnuHnyeckue nposiBneHMs MMMyHHOU HegocTaTtoYHocTu npu aecduvunte AJA
aHanorun4yHbol TakoBbIiM npu TKUl. HemmmyHonornyeckue NposiBrieHUA XapakTepu3yrTcs
HapyleHneM oTBepaeBaHUA KOCTEU, YTO NPUBOAUT K paxuTonofoOHbLIM U3MEHEHUAM
pebepHo-XpsileBbIX CO4YNIeHeHMN, MO3BOHKOB, MeTahn30B ANIUMHHbLIX TPYyO4YaTbIX KOCTEN.
KocTu Tasa ykopoyeHbl B BepTUKafIbHOM HanpaBfieHUN N UMEKOT KpecTL0BO-
noAaB3AO0LHbIe 3yOLbl, ceAarviiHble KOCTU pacwiMpeHbl. Y HeKOTOpbIX AeTeu BHa4vane
aedmunt AJJA MoXeT He NPOoSABNATLCSA HapyLweHueM PyHKLUA UMMYHHOWU CUCTEMBI,
OAHaKo B TeyeHMe nocrneayrolen X3Hm (He bonee 2-x neTt) y HUX Habnogaerca
nporpeccupyrowiee yxyalweHue, KOTopoe Ha3biBakOT KMMMYHOJSIOrMYECKUM UCTOLLLEHUEM»
n 6e3 ageKkBaTHOM Tepanuu 3Tu aetn norubarT. B nocnegHee Bpems aecpuunt AQA
HaXo4AT Npu psaae 3nokavyecTBeHHbIX onyxonen. lNpu nadbopaTtopHomM nccrnegoBaHun
numconeHuns, HU3Koe coaepxaHue T-numdountToB, HecnocobHocTb B-numcounTto
npoAyuMpoBaTb aHTUTena (rmnorammarnoobynmHemus), Hannyve
Ae3okcunaaeHosuHTpudocara B moye, orcyrcreue A[1A B aputpouuTtax. lNporHos
coMHuTeneH. JleueHue B AByX HanpaBrieHUAX: 1) ne4eHUe KNMHUYECKNX NPOABIIEHUN
MMMYHHOMW HEAOCTAaTOYHOCTU COrflacHO NpUHLUMNAaM U3NoXeHHbIM npu onucannn TKULO; 2)
neyvyeHue pecdhmunta AQA - nepenmBaHme oo65y4eHHON IPUTPOLUTAPHOU MacChbl, BBeieHMe
Obluben AJA nnu peKoMOMHAHTHON B COYETaHUU C NONINITUNEHITIMKOSIEM, FreHHasA
UHXXeHepua (nepeHoc reHa kogupyrowero AJA B reHom T-numcpountoB 60NLHOrO).




Hdeduuum memunkobanamuHa (mpaHckobanamuHa Ill, eumamuHa B12). B otnn4yue ot
npeAablayLWmx, 3TOT NePBUYHbLIN UMMYHOAEMULNT XapaKTepusyeTcs
npeuMyLlecTBeHHbIM AeceKToM rymopanbHOro uMmmyHureTa. latoreHeTn4eckom
OCHOBOMU SIBNIAETCH HapyLleHMe MeTUNMpPoBaHUA, Heob6XxoaAMMOro AnsA CUHTe3a
HYKNTEMHOBbIX KUCNOT. KnuHnyeckn npossBnsieTcA YyBCTBUTENbHOCTLIO K
OakTepuanbHbIM UHEKUNAM, MeranobrnacTHoM aHeMuen, He4OCTaTOYHOCTbLIO
NUTaHUA B CBA3U C HapyweHusamMun nuweBapeHus. Npun nabopaTtopHoMm
nccnenoBaHMM HEUTpPoMNeHUs, nuMmdoneHns, rMnoraMmmarnooynmHemus, MHorga
naHUMTONEHUSA, CHMXKeHne coaepxaHua ButammHa B12. Xenyopa A. (1982) npusoaut
creaoyroWwmnmn KNMHUYeCKUn npumep: «PebeHOK Obin n3Bne4veH nytem KecapeBa
CeYEeHUSA N coaepxKarncs B CTeEpPUSIbHbIX YCITIOBUSIX, MOCKONbKY ABOE npeabiayLmnx
aeteun (Manb4ymMkKu) ymepnu ot HeuTponeHMu. NlmnorammarnooynmMHeMma yctaHOBEeHa
B Bo3pacTe 3 MecsiLa U conpoBoXaanacb HeAO0CTaTOYHOCTbLIO NUTAHUSA,
obycnoBneHHON aTtpocmen KNWeYHUKa U no3xe naHumtoneHmen. JleyeHme
BUTaMMHOM B12 BbinpaBuno Bce Tpu BuAa NaTtoriormy, a NOBTOpHas UMMyHU3auus
aHTUreHamMu, K KOTOPbIM NbITaNMUCb NOMYYUTb OTBET paHee, BbiiBUNa ryMmopasribHbIN
OTBET No BTOpn4HOMY TUny. B 6onee nozaHen chase 6ones3Hn HeutTpodhunbl
OONbLHOro yTpaTunm cnocooHOCTb yoMBaTb OakTepumn, HO ITOT AedeKkT Obin
yCTpaHeH ycuneHHbIM BBeaeHnem B12 B couetaHum ¢ BNMMBaHUAMM NNasmbl». ATOT
KITMHNYECKUN NpUMep NO3BONSAeT OPUEHTUPOBaTLCSA B NPOrHo3e 3aboneBaHuAa n
OCOOEHHOCTSAX ero fie4YeHus.




Opyrvne nepBuYHbIE UMMYHOOEe(PULINTBL.

QEQMHMT LLMHKA.

PYHKUMOHANbHAaA HEMONTHOLEHHOCTb KreToK-Kunnepos (6bone3Hb
IOyHkaHa). Qedmunt nutepnenkuHoB. decdnunut nHtepdepoHoOB.
HedekTbl anonTo3sa.

pynnbl pyucka pa3sutua uUMHKAeUMTHBLIX cocToaHuU no J1. A.
Llennarudon (2001):

MarioBeCHble OeTu,
HapyLueHue KNLWe4yHoro BcacbiBaHuUS,

AeTun n3 6egHbIX cemeu,

XpPOHMYeCcKue 00rfe3Hn nevyeHu, KNWLIeYHMUKa U NoYek;
MYKOBUCLUMNAO03,

peunanBupyoLwme anneprogepmaTtossbil,

3KOJIOrM4Yeckmn He uaeHTUpMLUMPOBaHHbLIE 3aEePXKKU POCTa,
TPYAHOCTU OOYy4YeHuUH,

noBefeH4Yeckue aesmnauum,

OCTPbIN N XPOHNYECKUUN CTpecCC,

peunauBupylowme pecnmpaTtopHbie U XpoHUYecKmne nHoekuum,



Opyrvne nepBnYHblie UMMYHOAE(PULNTDI.

pynnbl pyUcka pa3sBUuTUA UMHKAE(PULIMTHLIX cocTosAHUU no J1. A.

LLlennarnHon (2001):

(npopomnxeHue)
peunauBupylowme pecnmpaTtopHbie U XpOoHUYecKne nHoekuum,
CHUXXeHNe 3peHuns,

3aZiep>xKa NofioBoro co3peBaHUsA 0COOEHHO Y Marnb4uKoOB,
ocTeonaTuu,

yrnoTpeoneHne NUTbLEBOM BOoAbI C NOBbLILWEHHbIM coaepXaHuem
Xenes3a,

BeretapuaHcTBO (ynotpebneHue NOBbILWWEHHbLIX KOFIMYEeCTB COoMm,
0000BbIX,

3epHOBbIX Ha poHe pgecdpmumnTa 6erika B paumoHe),
NOSIMMUKPOHYTPUEHTHAA HEeA4OCTaTOYHOCTD,

ANUTErNbHbLIN MPUeM LUTOCTAaTUKOB,
rMIOKOKOPTUKOCTEpOUO OB,
N-neHnynnamuHa.




[lepeuYyHbIie UMMYHOOehUUUMHbLIE COCMOSIHUS
(If1iA): 10 HacmopaxxuearoWUX rMpPU3HaKoe

No paHHbIM BO3, cywectByeT 6onee 70 nepBUYHLIX UMMYHOAE(PULUTHBLIX
coctossHun. B Poccum anarHos MU noaTtBepXaeH TONbKO Y HECKONbKUX COTEH
YyeroBekK, T.e. NpaBUSibHbIX AMAarHO3 B HalLleW CTpaHe CTaBUTCH TONbKO 1-2 n3
1000 bonbHbIX. Ecnn y pebeHka oTMmevyaeTcs bonee oaHOro 3
nepeYnUcrieHHbIX MPU3HAKOB, TO BEPOATHOCTbL UMMYHoAecdMunTa BbICOKa.
YacTble 3aboneBaHusa otutom (He meHee 6-8 pa3 B TeyeHune

OAHOro roaa)

MoTpe6bHOCTL BO BHYTPUBEHHOM BBeAeHMN aHTUONOTUKOB Ans
KynMpoBaHUA UH(EeKLNN

Heckonbko noaATBepXXAEeHHbIX Cepbe3HbIX CUHYCUTOB (He MeHee
4-6 pa3 B Te4yeHne ogHOro rona)

He meHee AByX rny60kunx MHceKLUnn, TakKux Kak MEHUHIUT,
OCTEOMMENMUT, LIeNIIoNuT, Cerncuc.

Bonee AByx noaTBepXAeHHbIX MTHEBMOHUMN
OT1cTaBaHue rpyaHoro pebeHka B pocTte U macce




[lepguYHbIe umMMyHodeuuumHsbie cocmosiHus (MAL): 10
Hacmopauegarouwiux npu3HaKos

- lNoBToOpHLIe rNybokne abcuecchbl KOXU UITU BHYTPEHHNX OpPraHoB

- MMepcucTupyrowas MoriovYHMLA UITU TPUOKOBOE NMOpPaXXeHNe KOXU
B Bo3pacTe ctapwe 1 roga

- [oTtpebHOCTL B ANUTENIbHOU Tepannn aHTUOMOTUKaMN Ans
KynupoBaHusa nHogekuum (o 2 mec n bornee)

- B cembe: Hanu4yue nepBUYHbLIX UMMYHOAEePULUTOB, PaKTbI
paHHUX CMepTen OT TAXenbIX MHPEeKUnn nnm Hannyme ogHoro 13
BbillenepevymncrieHHbIX CMMNTOMOB

NMAL - oObIYHO OYeHb cepbe3Hoe 3aborneBaHne, HO OHU Aarieko He
Bceraa datanbHbI U B OONbLUMHCTBE ClNy4YaeB fie4eHue
Bo3MmoxHo. [T He cneayeT nytaTtb co Cl1Oom. AmarHos ML
MOXHO NOCTaBUTb TOJILKO NpPU cneunanbHOM obcrieoBaHUN C
Ucnonb30BaHNEM MMMYHOSTIOMMYECKNX, FeHETUYECKUX U
MOMNEKYNAPHbIX METOAOB aHasnM3a. 9TO OMeHb BaXHO cAenaTb
KaK MOXHO paHblle, YTOObI NpeaoTBPaTUTDL TAXenble
HeobOpaTuMble nocneacTBuA. lna aToro Heoo6xoanMbI
KOHCynbTauma n oobcrnegoBaHue y cneyuanucrta B obnactu
KINMMHNYECKON UMMYHOSOIrMmn, 3HaKomMoro ¢
UMMYHOO4Ee (PULUNTHBLIMU COCTOSAHUAMMN.



MEXAHU3M ®OPMUPOBAHWSI BTOPUYHbIX
UMMYHOOE®ULINTOB

CTAONA PEKOHBAJNECLUEHLWU NMOCJIE OCTPOI'O
3ABOJIEBAHUA =>

BO3[NENCTBUE HEBJTATOMPUATHbLIX ®AKTOPOB
BHELUHEW CPEQbI MAJTIOX MHTEHCUBHOCTUN =>

HAPYLUEHUWUE SHEPIO-MNACTUYHECKOIO
OBECINEYEHUA U PEI'YNATOPHBIE
PACCTPOUCTBA =>

CTOUKUE CTPYKTYPHbIE USMEHEHUA B UMMYHHOW
CUCTEME (MMMYHOLOE®ULNT)




KNACCUPUKALUNA BTOPUYHBIX MMMYHOOE®PULINTOB.

1. BTOpUYHbIe TPAH3UTOPHbIE MMMYHOOE(PULUTDI

a) BTOPUYHbIE peKOHBanecueHTHbIe UMMYHOoAePULUTDI
- nocre nepeHeceHHbIX UH(PEKLUUOHHbIX 3aboneBaHnmn
- nocre APYyrux ocTpbIiX NaToriorM4eckux npoLeccos

0) BTOpUYHbLIE hnsnonornyeckne nMmmyHogepvUunTbl

2. BropuiHble ctTabunbHblie UMMYyHOAE(PULNTDI
a) BTOpU4HbIe cpeaoBblie UMMYHOA4E(PULUUTDI
0) BTOpN4YHbIe KOMOUHMPOBaHHbIE UMMYHOAE(PULNTBI.



Cnacunbo 3a BHUMaHue!



