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Yacto |

nasa |

MepBuuHble UMMyHOAEDULUTBI

Beepenue

B nerom mMMyHOmeMUMTH KIACCHUPUUMPYIOT B 3aBUCUMOCTU OT
[IATO/IOTMY KOHKPETHOTO 3BEHAa MMMYHHON CHUCTeMBl (HaIpumep,
T-xmeTok un B-k1eTok), HapyIeHNsI BpOXX/JeHHOTO MIn Hecterudu-
YeCKOro MMMYHUTeTa (HAmpuMep, KOMIUIEMEHTa U HeTpoduIos).
BospacT nosiBiieH1s epBbIX CUMIITOMOB MMMYyHOzeduiyTa — nHpOp-
MAaTMBHBII1, HO He aOCOMIOTHBIN IIPU3HAK, KOTOPBIIT IOMOTAeT OIpefie-
JINTh TUI MMMYHORe(UINTA; HAIIPUMEp, TSDKENblil KOMOMHMPOBAH-
Hb11 uMmyHogeduiut (TKVM) nposBsnsercs B mepBble 6 Mec >KU3HIL.
Tun vHeKIVM TakkKe yKasblBaeT Ha BO3MOXHYIO NPUYMHY VIMMYH-
Horo fepexra. Hanpumep, peunanBupyonias MEHMHIOKOKKOBAs MH-
(dex1Ms — OCHOBHOJ IpU3HAK fAeduLUTa KOMIUIEMEHTa, B TO BpeMs
KaK HepCUCTUPYIONas pecInpaTOpHO-CUHINTIANbHASA BUPYCHAsI MH-
(exuns y ManeHpKOro pebeHka mospojsiet samogo3puts TKUL. [Ipyrue
IIPM3HAKM TaK)Xe IIOMOTAIOT ITOCTAaBUTbh BEPHBIN AMATHO3; HALIPMMEP,
arakcusi (paccTpoiiCTBO KOOPAMHALIMN ABVDKEHNUIT) COBMECTHO C Gax-
TepUATbHBIMI MHPEKIUSAMU CBUIETEIbCTBYET 00 aTaKCUM-Te/IeaHT -
axrasun (cuupgpom JIyn-Bap).

VIMMyHOeDUIUTDI OAPA3AEAIOT Ha ePBUYHBIE (OOBIMHO TeHETH-
JecKie) U BTOPUUHbIE, IPU KOTOPBIX MMMYHHBI JieeKT IpuobpereH
BCJICICTBYE KaKOTro-NMOO [PYroro HEMMMYHOJOIMYEeCKOro 3aboreBa-
HMA; HAITPYIMeD, IIMKOT€HO3BI, BBI3bIBAOIVE TedeKT HeTPOdIIOB M
pasBMBaloLecs IIpK IIpyeMe JIEKapCTBEHHOTO Ipenapara (Halpumep,
¢denntonHa). VHorga pasmmuus HesABHble: Hampumep, Bupyc CIIV]I
(BUY-1) muadumupyer CD4" T-nmumonutel 1 Makpodary, n3MeHssa
uX (QYHKIVMOHAIbHBIE CIIOCOOHOCTI. [10f06HbIE COCTOSIHNUSI OTHOCAT K
BTOPMYHBIM VMMYHOAEPUINTaM, HECMOTPSI HAa [EPBOHAYAIBHOE IIO-
BpexfeHre T-kIeTok (fanbHeliinee OOCYX[eHMe BTOPUYHBIX MMMY-
HORePUINTOB MpUBEKEHO B IMaBe 2). Takke MeX/y IOABUAAMU VM-
MYHOfIeQUI[TOB MOTYT HAaOMIONAThCs MEPeKPhIBAIOLNECS] CUHAPOMBI
(HampuMep, HACTIeACTBEHHBI! leUIUT aleHO3MHAeaMIHA3bI IPMBOUT
K UMMYHOJIOTM4ecKoMy AedekTy). HekoTopble paccTpoiicTBa MMMYH-
HOJT CHCTEMbI PaCCMOTPEHBI B IIaBe 2 (HAaIpyMep, MYKOBUCIIMO3).
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» Bce manueHTs! ¢ IepBUYHBIMYU MMMYHOAe(DUIMTAMI JO/KHBI Ha-
XOUTBCsS TIOf HAOTIOfleHVeM MMMYHOJIOTd, 3HAIOIErO BeCh AMANa3oH
BO3MO>KHBIX OCTIOKHEHUIA.

Knaccudpukauma ummyHoaedmuymuros

TeneTmyeckme

* AyTOCOMHO-peleCCUBHBIE.

° AyTOCOMHO-JOMMHAaHTHBIE.

e X-cienjeHHbIE.

e Jlemerum 1 peapar>KUpPOBKIU [€HOB.

Buoxumuyeckue u MeTabonmieckne

e JleduuuT ageHO3MH/Ie3aMIHASBL.

e HenmocTaTo4HOCTD MypuH-HYK1eo3nua-dochopunass: (ITHD).

° BuoTKMH-3aBUCHMAas HEJOCTATOYHOCTD KapOOKCUIA3HL.

e Jleduunt MeMOpaHHBIX ITTMKOIPOTENHOB.

et BUTAMUHOB WIII MITHEPATIOB

o Iledbuuut nuHKa.

o Hedbunmr B ..

e Jlebunut 6uornHa.

ITepuunbie Hemud PepeHIIPOBAHHBIE UMM YHOAE(DIIITHI

e OO6wuit BaprnabenpHblil UMMYHOLe(DULINT.

e Jeduunt crerndnuecKnx aHTUTE]L.

e Jeduunt nopkmaccos IgG.

o edunnt IgA.

HedeKTsI co3peBaHUA

 TpaH3nTOpHAsA IMIIOraMMarIo6yTMHEeMIUs HOBOPOXK/ICHHBIX.

Bropuunbie nMMyHORePUIMTHI (CM. T71aBy 2)

e Bupycusle wmubexumm [BUY, nuromeranoBupycHas uH}eKIysa
(IMB), Bupyc Omreitna-bapp (BIB), kpacHyxa].

o Xpounueckne nundexnuu (TB, neitmmannos).

e Omyxomn.

* JIuMQOMBI 1IN TEIKO3DL.

e KpaiiHnne BO3pacThl.

* TpancdysnonHas Tepanus.

* JlekapcTBeHHbIE CPENCTBA.

e IInasmadepes.

* BospelicTBre MOHM3NPYIOWINX U3TYyYEHUI.

e Hapyurenns nuraHus.

o XpoHuueckas oyedHas HeOCTATOYHOCTD (BKITIOYAs IUATIN3).
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 ToxcuHBI (BK/II0YAs aJIKOTO/Ib, KypeHUe).
e CIIJIEHSKTOMUS.

Knunuyeckue NPU3HaKKn MMMYHOAEC‘)MU,MTOB

PeyupuBupyioime mHpexymn

OOIenpNHATOrO OIpefeeHNA TOr0, YTO IOAPa3yMeBalOT IOJ «pe-
qUAUBMpYIolell MH(eKell» He CYIIeCTBYeT, B CBA3M C YeM TPYHLHO
OIIpefie/INTD MOKA3aHUA K MCCIefOBaHNAM Ha MMMyHopeduuut. Hu-
JKEOIICAHHbIE TIPU3HAKM CTIEAYeT MCIONb30BaTh KaK KpUTepun 0T6o-
pa MaIeHTOB IS ICCTIeOBAHMSL.

e JIBa ciyuast cepbe3HON MHQEKIUM WM ONUH CIydail Cepbe3HON 1

OfIMH CIy4ait HecepbesHOI nHdekiuu 3a 1 rog.

e VIHdexuyy, BbI3BaHHbIE HETUIIMYHBIMY OpraHM3MaMy (acreprusia,

ITHEBMOIVCTA).

e Heo6brunble noxanusanuy nHbexuyn (abcecc medeHy, ocTeoMue-
JINT).

o XpoHudeckue MHpeKIMM (CUHYCUT).

o CTpyKTypHble IIOBpeXXieHNA (HalpyumMep, OpPOHX03KTa3bI).

e Jlpyrue nogo3puTenbHble CMITOMBI.

CepbesHas yHbeKIUA — TsKenasd MHQeKIVs, KaK IpaBUIo, Tpe-
Oyromast jledeHns B YCIOBUSX CTAL[MOHApPA C IPYMEHEHNeM MapeHTe-
PabHBIX IIpernapaToB U 0OBEKTUBHBIMIU TOKA3aTeNbCTBAMY Ha MU
nHpexuny (mossieHne C-peakTUBHOTO Oe/Ka, KYAbTYpa C HaIM4NU-
eM pocra). Heceppesnas nndexys — MeHee TspKenmas MHPEKINA, ¢
00BEKTUBHBIMM JOKA3aTeIbCTBAMI HaMN4Ms MH(PEKIMOHHOTO areHTa,
JIe4eHye KOTOPOJt IPOBOAAT IepOPaNbHBIMI IIpernaparamMiu B aMbyra-
TOPHBIX YC/IOBUAX.

JIpyrue npusHaKy, HO3BOJAIONIYIE 3aII0f03PUTh UMMYHOKePUIINT

e Cpinp (armnmyHas sK3ema): cuHapoMm Buckorra-Onppuda, rutep-
IgE cunppom, cunipom OMeHHa.

o Xpounueckas guapes: TKI, IPEX-cunnpom, geduumt aHTUTeL.

° 3ajep>KKa pa3BUTIS: TI0O0I IMMYHOLeDULIUT § JeTell.

e TemarocmieHoMeranusi: OOLIMIT BapuabeNbHbIT UMMYHOREPUIIUT

(OBN), cunppom OmeHHa.

o XpOHMYECKIIT OCTEOMUENTUT WK TTyOOKMe abCIiecchl: XpOHMYeCKas
rpaHy/eMaTo3Has 60mesHb.

e SI3BeHHDINT CTOMATUT (LMKINIECKIIT): HeITPOIIEHISI.

e AyrommMyHHbIe 3a6oneBanust: crHApoM OBV, rumep-IgM cuuppoMm.

e CeMellHbII aHAMHe3.
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XapakTepHble IPU3HAKY ONpefie/IeHHBIX MMMYHOAe pUIITOB
Hexoropple NpM3HAKY CYMTAIOT AMATHOCTMYECKM 3HAYMMBIMMU [T
KOHKPETHBIX UMMYHOZe(UINTOB.

e Arakcus: aTakcusA-TeneaHruakrasus; feduuyr ITHO.

 TeneaHrmaKTasmm: aTaKCHA-TeIEAHTUIKTAZNA.

* CHHJDPOM «Kap/lMKa-KOPOTKOHOXKM»: X-CIIeIIEHHbII MMMYHOJE-
unur.

o Cke/lleTHble aHOMAMM: aHOMANUM Xpslleit pebep mpu pedunmre
ameHosuHme3ammnHassl (AJTA).

* Xps1eBO-BONOCAHAA TUIIOIIA3KA.

* BpoxxfeHHas 9KTofepManbHas JUCIIIA3ZKA.

° OHpoKpyHONATHM (0OCOOEHHO NpOTEeKaIoMINe ¢ IUIOKaIbIieMueit):
XPOHMYECKUI KaHIM03 KOXXU U CTTU3YUCTBIX.

e YacTuuHbli anpOouHusM: 6omesup Yepmaxa-Xuracu; cuuppom Ipu-
HIEJUIN.

e TpomboryTonenns (B 4aCTHOCTY, C MaJICHbKUMIM TPOMOOLIMTAMI):
X-cuenyieHHas TPOMOOUNTOIEHNST; CMHAPOM BuckorTa-Onppuya.

° Ok3eMa: cuHpoM Buckorra-Onppuda; runep-IgE cunpgpom; cun-
npom OMeHHa.

e Cnasmo¢umus: cungpom genennu 22q11 (curgpom Ou Ixopmxn).

e Tsokenple 3abomeBanys kuinednnka: IPEX-cuanpom.

° AHoMamuy pa3BUTH Mulla (JIeOHTHA3, «pPbI600OPA3HEL» POT, HU3-
KO HOCaXeHHble yum): rumep-IgE cuuppom (JleoHTHa3); CMHAPOM
menenyy 22ql1 («ppi600OpasHBIl» POT, HU3KO MIOCAKEHHBIE VIIIN);
cuuppom ICF (cm. «[Ipyrue 3aboneBanusi, CBA3aHHbIE C HECTAOMIIb-
HOCTbBIO TEHOMA» ).

e YMCTBeHHas OTCTAJIOCTD: CMHAPOM memennu 22q11, geduiur [THD;
Ipyrue reHeT4ecKne MMMYHOepUINTDL.

MmMyHonoruyeckoe obcnenoBanue

C6op aHaMHe3a

Heo6xon1Mo BBIACHUTD CIEAyIOLIee.

e JlaHHBIE O BCEX MepEeHECeHHBIX MH(EKIMAX: TOKATU3AINA, TAKECTb,
HeoO6XOIVMMOCTDb aHTUOVMOTUKOTEPAIINY ¥ TOCTIUTATN3AINNL.

e OrmeparyBHble BMelIaTelbCTBa (IIYHTMpOBaHMe 6apabaHHOI Hepe-
IIOHKY, IOO9KTOMUM 1 T.1.).

 [TpuBUBOYHBIN aHAMHES.

e CeMeIIHbIT aHAMHe3, 0COOEHHO CIIy4ay Cepbe3HBIX MH(eEKIit, He-
00BSICHMMOIT BHE3AITHOI CMEPTH, AMATHOCTVPOBAHHBIX MIMMYHOE-
(ULINTOB 1 Ay TOMMMYHHBIX 3a00/IeBaHMIL.
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° PasyyHpIMY OpraHusanyaMy, B Tom uucie Goupom Ixedpdpu Mo-
merta u EBporeitckum 0011ecTBOM UMMYHOAe(DUIIUTOB, ObIIN pas-
paboTaHbl pYKOBOJCTBA [0 MIMMYHOJIOT MY /ISl HECIIELMAIICTOB, L
YITy9IIeHNs] AUATHOCTUKY ePBUYHBIX MIMMYHORE(UIINTOB.

Ocmortp

ITpu ocMoTpe crrenyeT 06paTUTh BHUMAHIE Ha CIIEAyIOLIee.

e Macca Tenma 1 pocT (3afepyKKa pasBUTHA).

o CTpyKTypHbIe IIOBPEXAEHNMS KaK pe3ynbrar MHpeKuuit (yxa, mpu-
JATOYHBIX [Ia3yX HOCA, IETKIX).

e ITpusHaky ay TOMMMYHHBIX 3a00/IeBaHNIL: BUTMIUTO; A/IOMELNsT; 300.

e JIpyrue mofo3puTeIbHbIe MU JUATHOCTIYECKE TPU3HAKM, ONIMCAH-
HbI€ BBIIIE.

ITuddepennmanbHasg IMArHOCTIKA

Cdopmynupyiite cincok 3abojieBaHmit B OpsifiKe yObIBAHW UX BEPO-

ATHOCTHU J/IA IpOBefieHNns AudepeHInanbHON TMaTHOCTHKY, @ 3aTeM

IIpoBefuTe 00C/IeTOBaHNe.

JTabopatopHbie uccneposanus

CrenyeT NCIIOIb30BATh 1a60PATOPHYIO 6a3y rPaMOTHO.

° HasnavaTb Lie/ieBbIe MCCIe[OBaHMA AJIA IpoBefeHnA nuddepeHun-
AJIbHOM TMAarHOCTUKIA.

e V36erarh Ha3Ha4eHU: GOIBLIOrO KOMMYECTBA UCCTIEHOBAHMIL

e IIpexxzie YeM IPOBOAUTD cCrenuuUIecKue MCCIefOBAHNsI, He06x0-
AUMO YOERUTHCS, YTO OCHOBHBIE MCCIeOBAHYISI BBIIIOJTHEHBI.

e Togymarite, OKa)XXyT /1M HasHauYeHHbIE TeCTbl BIMSAHIE HAa AMATHO-
CTUKY U nevyeHre. Ecu HeT — He HasHavaliTe nx!

Oynkuna B-xnerox

Jl/1s1 IpOBefieHNsT KOMIUIEKCHOI OLIEHKV TyMOPAIbHOTO MMMYHNTETA

TpebyeTcs, YTOOBI BCE €r0 KOMITOHEHTHI MPUCYTCTBOBAIM U (YHK-

nyonuposanu. IlocnegHee crefyeT yInTbIBaTh IIPK MPOBECHUN VM-

MyHM3aUUU i Vivo, TOCKOJIbKY HM OIMH IAIYEeHT C IOI03PeHIeM Ha

MMMYHOZE(UIUT He JO/DKEH IOTy4aTh XX1UBble BakuyHbL. Crrexyomie

VCCTIEIOBAHNS SIB/IAIOTCA KOMIIOHEHTaMH KOMIIIEKCHOTO MCCIefoBa-

HIISI TYMOPA/IbHOTO 3BeHa IMMYHUTETA.

e Ormpeyernenye CbIBOPOTOYHBIX MIMMYHOIIOOYIMHOB (crenyeT 06s13a-
TE/IbHO UCIIO/Ib30BATh CUCTEMY OOHAPY>KEHVsI HUSKOTO YPOBHI IgA,
4TOOBI YOSNUTHCSI B OTCYTCTBUM 9TOTO HAPYLICHNU).

° JnekTpodopes CHIBOPOTKY ¥ MOUM (OIpereneHe 6enKoBbIX Gppak-
L1, OL[eHKa ToTepy OeKa ¢ MOYOit).
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e Ompepenenne nogknaccos IgG.

* Omnpepnenenne yposHs: IgE.

 Omnpepenenne aHTHOAKTePHATbHBIX U IPOTUBOBUPYCHBIX aHTUTET (B
COIIOCTABJIEHNN C aHAMHE30M II0 MMMYHU3AI[MHU U y4eTOM IepeHe-
CEeHHbIX MHQEKI[MOHHDIX 3a007IeBaHMIT).

* OTBeTHl Ha UMMYHU3ALMIO (O€NKOBBIE M TTONMCAXapVIHbIe aHTUTE€HBI).

e J3oremarrmoryHnHbI (IgM, B 3aBICYMOCTY OT IPYIIILI KPOBI).

e Ypcno B-muMbonnToB (mpoToyHas LUTOMETPHS); M3OTUI-IEpe-
K/TI0OYeHHBIX B-KkmetTok mamaru (CD27*/ IgD~/IgM").

¢ Orenka nponugepaTnBHOI CIIOCOOHOCTH (MCIOIB3YIOT MIUTOTEH JIa-
KOHOCA) ¥ aHTUT€H-CTUMYINPOBAHHOI IIPOAYKINIU aHTUTETI i Vitro
(KIMHIYecKMe TIOKa3aHMA OTPaHNYEeHB).

Oynknua T-kmreTox

Mertoppr uccnegoBanust GyHKunu T-KIeToK 60/ee CIOXKHBI M MeHee

HaJeKHBI B CPaBHEHMIU C METOfJaMU MCCIeoBaHuA B-kneTok, QyHK-

IUI0 KOTOPBIX MOXHO YaCTMYHO OLIEHWUTDb, IPOBOAS OIpefe/ieHne

yPOBHs aHTUTeN. [IMama3oH «HOPMbI» /I in Vitro mponudepalyumn go-

BOJILHO IIMPOK: CIefyeT 3HaTb ped)epeHTHble 3HAUEHMA, IPUHATHIE B

KOHKpeTHOII mabopatopun. IIpy MHTepIIpeTaIy pe3ynbTaToB OLeHN)-

BaliTe aOCOMIOTHOE YUCTIO K/IETOK, @ He IIPOLIEHTHOE OTHOIIEHIE.

* Yucmo T-KIeTOK U HOBEPXHOCTHBIN (PEHOTHIL.

* Ompepenenne MoBepxHOCTHBIX Mapkepos: CD2, CD3, CD4, CDS8,
CD7, Txp (af, y8), CD40 u CD40L, MHC knacca II; CD45RA u
CD45R0, CD27.

e Ompenenenne skcnpeccun nauranga CD40 Ha aKTMBUPOBAaHHBIX
T-xneTkax.

* Omenka npomudepanyyu T-KIeTOK B OTBET Ha aHTUI€HbI, MUTOTEHBI
[OKT3, PHA, ¢opbonmmpucranerar (PMA), KanbLueBblil NOHO-
¢dbop, UUTOKMHBI].

e IIpopykuus T-K/IeTOYHBIX IIMTOKMHOB in Vitro.

e IIpoBeneHie in vivo KOXHBIX TeCTOB (IMIEPYYBCTBUTENIBLHOCTD 3a-
MEJIEHHOTO TUIA): Habop s TectupoBanus Multitest CMI siBrisi-
eTcsl yIOOHBIM MHCTPYMEHTOM, HO IIOTy4YeHHbIE Pe3yabTaThl OyayT
3aBJMCETb OT Ha/INYMsA HPEAIeCTBYIOIIET0 KOHTAKTa C aHTUTEHOM.
JlaHHBIIT TECT HE MOIYYNI INMPOKOTO PACIIPOCTPAHEHMS.

PDyukiuAa HeliTpodunos

TecTb 14 OLleHKM QYHKLIUYU HeATPODIIOB He ABJIAIOTCA IUPOKO JO-

CTYIIHBIMY, TI0O9TOMY, €C/IU MeeTCs IIOf03peHNne Ha fedeKT HelTpo-

¢uUnoB, crefyeT BOCIONb30BATHCA IIOMOIIBIO CIenMamucTa. VIHTep-

IpeTalys Pe3yabTaToB SAB/IAETCA CIIOXKHON 3a/iaueli 1 Ha IOTydeHHbIe

JaHHBIE MOTYT OKa3bIBaTb BIIVSIHUE MHTEPKypPpeHTHbIe MHpeKuny, a

TaKoKe IpyeM JIeKapCTBEHHBIX TIpenapaTos.
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* Mapxkepsr Helirpodunos (CD11a, CD11b, CD11c, CD18, CD15).

e TToBbllleHHasT 9KCIPeccusi MapKepoB HeilTpodunos [popbonmmu-
puctarerat (PMA), fMLP].

* OKMCIUTETbHBI MeTabomu3M (KOMMYecTBEeHHAs] U KadeCTBEeHHas
OLIeHKa peaKI[iyl BOCCTaHOB/IeHNs HuTpocutero rerpasoms (HCT-
TECT); HUTOMETPIYECKOe MCCIeOBaHIe OKCUAHTHOTO B3PbIBa).

o daronmnTos.

e BakrepyabHBII KWIUIMHT (FO/DKHBI OBITH BEIOpaHbI COOTBETCTBYIO-
1jyie MUKPOOPTaHM3MBI).

¢ XeMoTaKcuC (TPYSHO CTAHAAPTU3MPYEMBIIT AHAIN3 C LIMPOKNUM Jya-
[Ia30HOM HOPMBI).

Oynknna NK-knetox

Ouenka ¢yukiyy NK-KIeTOK sB/IS€TCS BOKHOI 9aCThI0 MMMYHOJIO-

IMYEeCKOTO 06CIeOBaHNA.

e IIporounass yuromeTpus s moxcuera umcna NK-kmetok (abeo-
JIFOTHOE YMCIIO).

e KumnHrosast akTMBHOCTD B OTHOIIEHUM KYIbTYPbI KleTOK K562
(paguoMMMYHHBIT aHA/N3, TIPOTOYHAS LIUTOMETPHA).

o IIMTOKMH-CTUMY/INPOBAHHBIN KIWIMKUHT (OIpefe/ieHne aKTUBHOCTI
MG OKMH-aKTUBUPOBAHHBIX KIeTOK-Kunnepos (JIAK).

e OreHKa sKcrpeccyn neppoprHa 1 BEICBOOOKIEHNsS pepMEHTOB U3
TpaHYIL

VccnenoBaHms cuCcTeMbl KOMIUIEMEHTA

 Ompenernenye OTHEIbHBIX KOMIIOHEHTOB.

o OYHKIMOHA/IbHBIE VCCTeR0BAHYsI (TeMOTUTHYECKIIE MCC/IEOBAHIS).

Uccneposanus Toll-penentopa

e VccnepoBanue crieninUIecKuX CUTHATbHbBIX Ty Teil.

VccnegoBaHus HUTOKMHOB U MHTEPGEPOHOB

e Omnpenenenne ypoBHsI CrieludpuuecKiuX KOMIIOHEHTOB I PELieITOPOB
(cm. rmaBy 20).

TeHeTHYecKue yCCIeOBaHNSA

TeHeTM4ecKMe MCCIEHOBaHMs SBAIOTCS BaXHOI 4acTbio 0OCIenoBa-

HYS Y TIO3BOJISIIOT OIPENeNUThCS C TAKTUKOI JTeYeHNUs Y HalMeHTOB C

[ePBUYHBIMI UMMYHOAEUIITAMIL.

e IluroreneTnka (menenuu, TPAHCIOKALIUI).

e TlepecTpoiiku reHOB, OTBETCTBEHHBIX 3a cuHTe3 Ig 1 TKp (K/IOHaIb-
HOCTb).

e ViccmemoBanus X-CllellJIEHHBIX T€HOB.

e Mukpogenerun 22qll [dayopecuentnas rubpupusauus in situ
(FISH)].

* VlccnenoBanus axcrpeccuu 6enka (AAC, btk).
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e VccnegoBaunmss MHC.

e I[IpenaTanbHas JMarHOCTHKA.

[ pyrue uccnegoBaHus

Vicnionp3oBaHue [PyruxX METOAMK OOCTIeNOBaHNsI BO MHOTOM 3aBUCHUT

OT K/IMHUYECKOTO COCTOSHMA MALI€HTa.

e JIMarHOCTHMKA ay TOMMMYHHbIX 3a60/IeBaHMIL:
= OIpefeieHNe aHTUTEN K 3PUTPOLUTAM, TPOMOOLNUTAM, HENTpPO-

dunam;
= OmpefeeHNe aHTUTE K XKeme3aM SHJOKPUHHON CUCTEMbI (HAIpH-
Mep, OIIpefie/IeHNe Ay TOAHTUTE K IIIUTOBUIHON Xejle3e).
e VIckmioyeHre BOSMOXKHBIX IIPUYMH Pa3BUTHUSA BTOPUYHBIX MMMYHO-
nedbuuTOoB:
= 3a60/IeBaHMs [IOYEK U KUIIEYHMKA (IOTEPs] MMMYHOITOOYINHOB
n/vinmv MM OLNTOB);

= 3/I0KaueCcTBEHHbIe HOBOOOpa3oBaHus (Ouomncus numdarnieckoro
y3ia);

= HEJOCTATOYHOCTD NUTaHUs (LIMHK, BUTAMIH B, JKeTes0);

= JIeKapCTBEHHbIe CPefCcTBA (LMTOTOKCUYHBIE, IIPOTMBOCYLOPOXK-
Hble TIpenaparsl).

* Beissenne ysmoBoit mmmdongroi runepasun (KT, koHTpacTHOE
MCCIefioBanme ¢ 6apueM, SHITOCKOMsI, GMOTICH).

e VccnenoBanue GYHKINY JIETKUX [B TOM 4nmcrie O®B , ’)KEJL, onpepe-
neHue Konmndectsa Tect-rasa (CO)].

e Busyammsanyst (KOMIbIOTEpHas TOMOrpadusi BBICOKOTO paspelie-
Hud nerkux, KT npupaToyHbIx ma3yx Hoca).

* HemocpencTBeHHOe ompefenieH1te Bo30yautes: 6akrepun, rpubbl u
BUPYCHI (Ceponornyeckite UCCIeROBaHNs 0OOBIYHO HEHANEKHBI, TIPU
HEBO3MOYXHOCT KY/IBTYPa/IbHBIX VCC/IefoBaHmil nposopsar I11P-
TECTHI).

OcHoBHble HapyweHua ¢yHkuun B-numdouuTos

e X-cremwienHas aramMmarnobymnHemns (arammarno6ynHemus Bpy-
ToHa, XCA).

e O6umit BapmabenbHbIl MMMyHORepUIUT (IpruobpeTeHHas: IUIO-
rammarno6ymaemus, OBI).

* CenexTuBHble fedurut IgA.

e Jeduunr nogkmaccos IgG.

o Jlebuunt crienuduyeckux aHTUTEN IPU HOPMATbHOM YPOBHE MM-
MYHOITIOOY/IITHOB.
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Penkue cunapombl gecpuumra aHtuTeN

e X-cuenenuslit runep-IgM cunpgpom nepsoro tuna (HIGM-1); ge-
¢unnt CD40-muranpa.

e Ayrocomusle rumnep-IgM curgpomsr (HIGM-2, -4);
= HIGM-2; ayTOCOMHO-peIeCCUBHBII, CBA3aHHBIN C MHAYIMPOBAH-

HOW aKTUBalMen UUTUAMH-/Ie3aMHa3bl;
= HIGM-3; ayTOCOMHO-pelleCCUBHBII1, CBSI3aHHBII C MyTallyel reHa
mornexynbl CD40;

= HIGM-4; cxox ¢ HIGM-2, MmoneKynsapHblit feeKT He yCTaHOBJIEH;
= HIGM BcnenctBue fedekra ypaunn-JTHK-rmnkosnnassl.

o X-CrerieHHasl IMIOraMMarIoOyIMHeMust ¢ fepuIUTOM TOPMOHA
pocra.

e CemexTuBHbIN fepuunt IgM.

o X-cuemneHubni muMdonponmpepaTuBHbIl CUHAPOM  (CMHIpOM
Hynkana; XCJITIC).

e Cunppom runeprponykuuu IgE (cuappom Hosa).

e CenexTuBHbI feduunt IgE.

e TpaH3uTOpHAs IMIOraMMAar00yIMHEMISI HOBOPOXK/I€HHBIX.

e JledekT [i-11emert MMMYHOITOOYINHOB.

o Ieduuut IgA (CD79a).

o Ieduuut IgB (CD79b).

e Iepuuut BLNK.

e Jledunut VIKC (ICOS).

e Jleexr rero A5/14,1 (cypporatHoii nerxoit uemu, IGLL1, CD179B).

e Ieduur SWAP-70.

e JledeKT /erKoI e K u .

e Ieduuur CD20.

e Iepuur CD81 (TAPAL).

e Ieduur LRRC8A (6emok, comepxamiuit 6OTaThlil JEMINHOM II0-
BTOp 8A).

e VImmyHopedurmt ¢ Tumomoit (cuuppom Iyza).

e Ieduur CDI9.

X-cuenneHHas arammarnobynuiemus (6onesHb
bpyTtoHa)

XCA 6bU10 IepBBIM ONMMCaHHBIM MMMyHopmeduuuToM (1952). Ono
BCTpevaeTcs ¢ yactoroii 1 Ha 100 000-200 000 yenosex, a ero pacnpo-
CTpaHeHHOCTb cocTaBgeT 1 Ha 10 000 yenosexk.
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IIpuanna

e TeneTnueckoe 3abormeBaHie, BbI3BaHHOe MyTanyeil rena BTK, pac-
IIOJIOXKEHHOTO B X-XPOMOCOME.

e Ten BTK xopupyeT TMPO3MHKNHA3Y, YIACTBYIOIIYI0 B CO3pEBaHUMU
B-knmerok.

e JledbexT reHa HapylIaeT co3peBaHue npo-B-k1eTok B mpe-B-KmeTKu.

e Ten pacronoked B Xq21.3-22. MyTauum mpefcTaBIeHbl JeNelusamu
Y TOYEYHBIMIU MYTalMAMM B KOHCEPBATMBHBIX ITOC/IENOBATENbHOCTAX
MM MY TalVAMI, IPUBOAALIMMIU K IIPEXX/IeBPEeMEHHOI TepMMUHALININ.

* DeHOTHUI IJIOXO KOPPENUPYeT C TeHOTUIIOM.

e IIpn 6onee MArkyx ¢peHOTUIIAX HAOMIOHACTCA HEKOTOPOE OrpaHude-
HIe pa3BUTHA B-K1eTok.

e CeMelHbINI aHAMHE3 MOXKET OTCYTCTBOBATD, TaK KaK YacTO MyTallNn
SBJISIOTCS BIIEPBbI€ BOSHUKIIVIMIL

* MyTanus B rene BTK noxoxa Ha XID-MyTanuio y Mblieit, HO C He-
KOTOPBIMM Pa3INYUAMIU.

Knunaudyeckue nposAsnenns

e O6bIYHO 3ab0jIeBaHNUe NPOSBIAETCA B PAaHHEM JIeTCTBe, MOCIe Iie-
CTUMECAYHOTO BO3PACTa, KOI/ja OO0MbIIast 4acTh MAaTEPUHCKMUX aHTH-
TeJ ICYE3AeT.

° 3aboreBaHue NPOABIACTCA PEUMANBUPYOIINMY MHPEKIVAMU JIeT-
KX 1 yiueii (y feTell 3TOro Bo3pacta OKOJIOHOCOBBIE IIa3yXy Hepas-
BUTHI). Bo3OymuTenm MOryT OBITh CIefyIOLINE.

s Haemophilus influenzae n THeBMOKOKKY (BepXHYe U HVDKHME Jbl-
XaTeJ/IbHbIe [Ty T, MEHVUHTUT).

= MeHUHTOKOKKI (MEHVHTINT).

s CTadWIOKOKKM (CeNTIYeCKIIT apTPUT).

» Kumeunste wuHpekunyu, BbI3BaHHble Giardia, Salmonella u
Campylobacter.

= PefIKO MHEBMOLIMCTHI.

e Bornee msarkue GeHOTHUIIBI 3a60/IEBAHNUSA MOTYT TIPOSIBIIATHCS TO3XKeE.

JMarHoCcTNKa — KII04eBble aCIEKThI

* TTonoXUTeNbHbIN CeMeITHBIIT aHAMHe3 1 paHHee Havaio 6aKTepyab-
HBIX MH(EKINIT y MaTbYUKOB.

* YacTo ceMeliHbINI aHAMHE3 OTCYTCTBYET.

* YacTo HabmoaeTcs HEMTPOIIEHN, KOTOPas Mcde3aeT Ha poHe Mpo-
BOJVIMOTO JIeYEHMA U, BEPOSATHO, CBA3aHA C XPOHUYECKNM OaKTepu-
aJIbHBIM CETICCOM.

* YacTo HaO/MIOKAIOTCS 3a/iep>KKa PA3BUTI U XPOHUYUECKAS JMapest.

e ITIpu OBV BbimeneHre erkux (GopM C HEKOTOPbIM KOTUYECTBOM
B-K/1€TOK ¥ HM3KMM, HO He OTCYTCTBYOIMM TuTpoM IgG mpencrass-
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eTCsT CJIOXKHOM 3a/jadelt, TAK KaK OHO OCHOBAHO Ha OIIpefie/IeHIN aHOMa-
ymit btk-rena. HexoTtopble manmeHTst, panee otHeceHHble K OBV, oka-
Xy TCs aryeHTamMu ¢ X-clelvieHHol aramMmarnoOymmnemueit (XCA).

e O gedunnre crenuduIecKnx aHTUTEN COOOIIATOCH TOMBKO mpu btk-
MYTaLVX.

e XCA pepko acconmmpoBaHa ¢ feuIUTOM TOPMOHaA pocTa (1 Hu3-
KJM POCTOM).

* VIHOr#a y KEeHIIMH MOYKHO OIPe/ie/IUTh MIMMYHOIOTYeCKe TPU3Ha-
kn XCA.

e TuddepenipanbHas AMArHOCTUKA IPOBOJUTCA C LieIMAKIEN U MY-
KOBJCIMI030M, XOTS TPV IIPOBEJEHMN TabOPaTOPHBIX TECTOB ObI-
CTPO 0OHAPYXMBAETCs AeUIIUT AHTUTEL.

Mmmynonmorna

ITpu monHbIX (eHOTUIIAX UMMYHOIOTMYECKAs! KapTIHA MIMeeT XapakK-

TepHBbIe 0COOEHHOCTIL.

e VIMMYHOITIOOY/IMHBI BCEX KIACCOB OTCYTCTBYIOT WM COfEPKATCS B
OYeHb HU3KOM TUTPe.

° B-K/IeTKM IPUCYTCTBYIOT B HEOONBIIOM KOIMYECTBE WM OTCYTCT-
BYIOT.

e Bemok btk orcyTcTByeT (H1s1 MCKMIOYEHNS IPORYKIMK HeyHKIMO-
HaJIbHBIX 6EJIKOB IIPOBOMUTCS TeHeTUYeCKOe UCCIefjoBaHNe Y Malu-
€HTOB C CeEMeITHbIM aHaMHe30M 3a00/IeBaHMA).

e JIumarndeckye y3/ibl He NMEIT 3aPOAbILIEBbIX LIEHTPOB; ¥ 6O/Ib-
HBIX HeT HEOHBIX MUHJAINH; OIPENe/ISIIOTCS Ipe-B-KkmeTku B KOCT-
HoM Mosre (KM).

e KommuectBo T-keToK u ux QyHKILUS B HOPMe.

* Ypcno n gpynkuna NK-kmetok B HopMe.

Msrkye Wy HemoJIHbIe BapUAHTBI MOTYT OBITH TPYAHOOTINYMMBI
ot OBI.

* Yucmo B-kmeTok MoXeT OBbITb pasHbIM, BK/II0Uast HOpManabHOe KOJIN-
4ecTBoO.

* PasnmuyHbIe ITOKa3aTey KOMMIECTBA IMMYHOIIOOY/INHOB.

* Huskoe Kom4ecTBO MM OTCYTCTBHUE CIIEIMPUIECKIX aHTUTE K 10~
JIMCAXaPVAHBIM aHTUTEHAM.

Ocnoxnennsa

OCHOBHBIE OCTIOKHEHNsT HAOMIOAIOTCS IIPY [IO3/IHEN AMATHOCTIIKE 3a-

6oneBaHmsL.

o CIpYKTypHOe IIOBpEX[EHNe JIerKMX, IPMAATOYHBIX IasyX HOCa
(6pomnxoakTassl, cuHycutsl). HeafexBarHasi Tepamys MpuBENeT K
Ha/bHeIIIeMy IOBPEX/JEHNIO JIETKUX U PAa3BUTUI0 XPOHUYECKOTO
CUHYCHTA.
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* XpoHNYeCKUII MeHNHT09HIIe(a/InT, BBI3BaHHbI BUpycamu Kokcakn
n ECHO, MoxeT mpuBecTy K IporpeccupymoieMy u ¢aTajabHOMY
CTabOyMUIO; IIPU 3TOM YACTO MOPAXKAIOTCS MBIIIIIBI, PA3BUBAETCS
MMOSUT ¢ (OPMUPOBAHMEM KOHTPAKTYp. JIMarHOCTHMKA XpOHMUe-
CKOTO MEHUHIO9HIlepaanTa OCHOBAHA HA KY/IbTYpPaJbHOM MCCIie-
IOBaHMMU CIIMHHOMO3roBoit >xupgKocTy (CMIK) mmm ¢ momMoupio mo-
numepasHoit tenuoit peakuyy (IILIP). [Insa medeHus: MCIONb3YIOT
IIeKOpaHu (XOTsA oH u He /uieHsuposad B CIIA Ympasnenuem
II0 KOHTPO/IO Ka4deCTBa NMILEBBIX NPORYKTOB ¥ JI€KapCTBEHHbIX
cpenctB). B HacTosIee BpeMs 3ab0eBaHMe BCTPeYaeTCsl peiKo, YTO
CBS3aHO C HAa4aJIOM IIPYMEHEHNA BHYTPUBEHHOTO UMMYHOITIOOYIN-
Ha (BBUT') B kauecTBe CTaHAAPTHOTO METO/[A JIEYEHISI.

° YpeartaaMeHHBIN VIV MUKOIUTa3MEHHBI CENTIYECKNI apTpUT. DTN
OC/IOXKHEHNSI CTI0KHO IMATHOCTMPOBATH 0€3 MCIIOIb30BAHIS CIIEI-
Q/IbHBIX TA0OPATOPHBIX METOAMK. [Ipu JAHHBIX OCTIOXKHEHMSIX HAOIIO-
[AIOTCsT BBIPO)KEHHDIE IeCTPYKTUBHBIE MI3MEHEHNs, Tpebyloline A/I-
TE/IbHOTO JIedeHNsI (6 MeC) TeTPaLMKIMHAMM U/ VI SPUTPOMUIITHOM.

* KonbloHKTUBUT, BbI3BaHHbIT Haemophilus Influenzae.

* DBoresHb KMIIeYHNKa, KTMHNYECKU HalloMuHatommas 6onesHb KpoHa.
Bo3MO>XHO MOBbIILIEHNE PMCKA PAa3BUTHSA paKa TONCTON KMIIKY.

* Bo3MOXXHO yBelMYeHNe 4acTOThI 37I0KaueCTBEHHBIX HOBOOOpa3oBa-
HUll (KOTOpeKTaIbHOIO paka, paka >KeIyfKa U IIOCKOKIeTOYHOTO
paKa JIeTKIX).

Jlewenne

e Tepanmio BBV cremyeT HaumHaTh NIpHM IIEPBOM K€ BO3MOXKHO-
ctu (cM. r1aBy 16) B fo3e 200-600 Mr/Kr B MecAl| ¢ UHTEPBAJIOM B
2-3 nen. Boree muTeIbHBIE MHTEPBAIBI He 06€CIIEUNBAIOT YIOB/IET-
BOPUTEIBHOTO 3aMeCTUTEIBHOTO 3¢ deKTa.

° AJIbTepHATUBOII AB/IACTCS HOAKOXKHOE BBEfleHIIe MIMMYHOITOOYIMHA
OZlMH pa3 B Hefeo (B TO >ke 06111eil Ko3e).

* MunumanbHble YpoBHM IgG HOMKHBI KOHTPOIMPOBATHCA PETYIAP-
HO C LeIbI0 MOJJiep>KaHMsA II0KasaTeseil B Mpefenax HOpMalbHbIX
3HadeHmit (6-9 r/pn). Pannee nasnauenue BBV u mopneprkanme
aJleKBaTHBIX MMHJMMAa/IbHBIX YPOBHE MMMYHOITIOOYIMHOB II03BO-
JISIeT PEeROTBPATUTD Pa3BUTHE OPOHXOIKTA30B.

e IIpu mopaxeHUM JIETKUX C/IeAyeT KaK MO)KHO paHbIle Ha3HadaTb
aHTHOAKTepya/lIbHble IIperapaThl (MCIOIb3yeMble [JIA JIeYeHN UH-
(eIt BepXHUX U HVDKHMX JIBIXaTe/IbHbIX ITyTeil KypcoM Ha 10-14
JHell) OfHOBPEMEHHO C IIPOBefjeHeM P13NOTePAIEBTUYECKIUX IIPO-
Lefyp ¥ HOCTYpaJbHOrO fApeHaxka. Llumpodroxcanun spiseTcs
IpUeMIeMbIM aHTUOMOTUKOM (XOTsI ITIpemapaTr He JUIEH3MPOBAH
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WIS IpYIMEHEHMs Y MaJIeHbKUX fieTeli). Vcmonb3yiiTe moaxoy Hyle-
BOJI TOIEPAaHTHOCTH K KAIITIO, KaK TP MYKOBMCIIJIO3E.

e IIpodmrakTideckoe Ha3Ha4YeHUe asUTpoMMIHA (3 OHA/HeR) * Kap-
OoICTeNHA BXXHO TIPU Ha/IMIMYU OpPOHX09KTa30B. Taxoke BaXKHO 06y-
YaTb MALEHTOB IIOCTYPA/IbHOMY ApeHaXy 1 9(p(HeKTUBHOMY KAIIIIIO.

¢ Kak TONbKO JIeTV CTaHyT CTaplle X CMOTYT BBIIONHATH TECThI [/IsA
UCCefoBaHNsa (PYHKIUM JIETKUX, CIefyeT IIPOBOJUTDH €XerofHoe
omnpeperneHye GpaKTopa MmepeHoca Terkrx.

¢ KT Bbicokoro paspemnternst (HR-CT) momoraeT BBUSIBUTD CYOK/INHM-
Jeckue GopMbl OPOHXOIKTA30B, HO M3-3a JTy4eBOII HaTPy3K! ee He
crefyeT IpOBOAMUTD CIMIIKOM 4acTo.

 3ampeleHo IIpYMeHeHNe NePOPAIbHbIX NOMMOMUETUTHBIX BaKIUH,
TaK Kak B opraHusme marueHtoB ¢ XCA Bupyc MOXeT ObITh He pac-
TIO3HAH J HE YHUYTOXXEH, YTO YBEIMYUT PUCK PEBEPCUN K «TUKOMY»
IITaMMY C Pa3BUTVEM MTapannya.

* Heobxomymo reHeTn4eckoe KOHCYIbTUPOBaHIE MAlMeHTa 1 ero ce-
MBI B C/Iy4ae MOATBEPXK/eH s 3a60meBaHyst. IIpOBOST BBLIBICHIE
U KOHCY/IbTMPOBaHJe HOCHUTeIEN.

e JInnTenbHOe MMMYHOIOIMYeCKoe Hab moieHye (IUTI0C KOHCY/IbTaIA
TOTIOMTHNUTENTBHOTO CIIEIVaINCTa TPV HeOOXOMOCTH).

XCA c gedpuiuromM ropMoHa pocTa

ITpu arToit 6onesHu mOBpexK/ieHa 06/1acTb X-XpOMOCOMBI, COfieprKallielt

reH btk, HO He BO BCeX CTy4Yasx MyTallUU IIPOMCXONAT B 9TOM reHe. 3a-

6orneBaHue MMeeT GIATOIPUATHBIN IPOTHO3. JledeHNe 3aK/II049aeTCs B

npuMeHenun BBV u ropmona pocra.

O6wmit BapnabenbHblit UMMyHOZEDULUT

O6uit Bapuabenpubiit uMMmyHopeduuut (OBN) saBnsercsa nanbonee

PacupocTpaHeHHBIM BUJOM CUMIITOMATHYECKOTO eUI[UTa aHTUTETL,

BCTpedamIMcs ¢ yactoroit 1 Ha 25 000-66 000 (o cKaHAMHABCKUM

IAHHBIM).

IIpnunna

e IIprunna OBV HemsBecTHa: COIZIACHO OIHOI TUIIOTe3e, HeOmaro-
HOpUATHBIT HaKTOp OKpYy’Karollell cpenbl (BupycHas nHbeKkums?) y
TeHETUYECKN TPeNPACIIONIOKEHHBIX NI BBI3bIBAET Pa3BUTHE 3a060-
neBanysA. OQHAKO HA JAHHBI MOMEHT HM OVIH BUPYCHBII TPUITEP
He OBUT MAEHTUDUIMPOBAH.

e Hexoropble faHHbIe CBUIETENIbCTBYIOT O HAC/IEACTBEHHOI! IIPUPOfe
sabonesanus (csisb ¢ MHC A1B8DR3C4Q0 u nmonumop¢usmMoM B
reae ®HO-a).
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e ITpubmsnrensuo B 50% CrydaeB MMeeTCs CeMeHbII aHAMHe3 Jie-
¢uunra gpyrux antnren (ocobenno pepuunr IgA n mopkIaccos
IgG), XOTS y APYTUX WIEHOB CEMbl CUMIITOMBI 3a00/IEBAHIISI MOTYT
OTCYTCTBOBATb.

* 3aboreBaHue MOXXeT MMETb PasInyHble (PeHOTUNMYECKNEe TIPOsIBIIe-
HYA Y UMMYHOJIOTMYeCKYe OTK/IOHEHMA.

e JlmarHocTuka 3aboyieBaHNsA OCHOBaHA Ha MICKIIIOUYEHUY IPYTHUX TeHe-
TUYECKUX 32007IeBaHMIL.

° Y HeKOTOpbIX manyeHToB ¢ OBV 6bUIN onpeyeneHbl MyTaIuu B Te-
Hax TACI u BAFF-R. OpHako 3Ha4eHMe STUX MyTalMil OCTaeTcs He-
BBIICHEHHBIM.

* VIMeroTcst coob1eHrst 06 YBeMMYeHNN YaCTOTh OHOHYK/IEOTUIHO-
ro nomiMopdusMa B rene Msh5 y manuentos ¢ OB 1 gedunnrom
IgA.

Kmmanyeckue npossieHns

* 3abojeBaHNe MOXKET IIPOSIBUTHCA B M0O0OM Bo3pacTe (OT HETCKOTO

IO TIpecTapesioro), XOTs dYallle BCero 3abomeBaHme MPOSBISIETCS B

paHHeM JeTCKOM I CTaplleM HOf[pOCTKOBOM BO3pacTe.

OO6BIYHO TIPOSBIAECTCA PELVAMBUPYIOMVMYU GaKTepyMaNTbHbIMU VMH-

dexysamy, kax mpu XCA.

MosxeT MaHU(ECTUPOBATb Ay TOMMMYHHBIMM 3a00/IeBaHUAMHI, OCO-

OeHHO TPOMOOILUTOIIEHNEI, TeMOMUTIYECKO) aHeMMell U OpraHo-

crenMpUyYecKUMM ayTOMMMYHHBIMU 3a0ojeBaHMAMYU (HaIpuMep,

3a00/IeBaHIAMM IIMTOBUHON JKele3bl, CaXapHbIM JuabeToM, BIU-

TUINTO U ajionennern). Takoi THI NIPOSABJIEHNII AB/IAETCA 9aCThIM U

MO>KET IIPEILIECTBOBATD PA3BUTIIO PELUANBUPYIOMINX HH(EKIINIL.

° Homynaprasa numdonupHas rumepiyrasys KUIIeYHUKa (IIOIMKIIO-
HaJIbHAsI TUIIEPIIa3us IeilepOBbIX Osllek) siB/sieTcs crerydude-
ckoit s OBIL. IlpnumHa 3TOrO AB/IEHNUA HEACHA, HO, BO3MOXHO,
CBSI3aHA C IPeHeOoIUIACTUYeCKUM HopaxkeHneM. IIpu pagnonormye-
CKOM MCC/IJOBAHMYU TOHKOTO KMIIeYHUKA TUIIepI/IasyA MMeeT Xa-
paKTepHbIe 0COOEHHOCTIL.

e ITpu tsoxenoit popme OB (mpumepHO B 25% cmydyaeB) HabmoaeT-
cs1 TpaHy/IeMaTo3Hoe 3aboyeBaHue ¢ muMdazeHonaTueil 1 remaro-/
CIUIEHOMeTaJIVel, TP KOTOPBIX BO MHOTUX CIy4asX IOPa’KaloTCs
nerkve. Bosie3Hp HaoMuHaeT capKono3, Ho mpo6a Kymbea orpuria-
Te/lbHasA (XOTA B HACTOsALIee BPeMs 3TOT TeCT MCIIOIb3YeTCH PENKo).
XapaKTepHO IOJTHOE OTCYTCTBIE HONY/ANMN B-KIeTok mamaTi.

* B 6ojee TSDKENBIX CTyYasiX BO3MOXXHO PasBUTHE OIIMOPTYHUCTH-
vyecknx nHpekimit (cM. «KoMOMHMPOBaHHBI MMMYyHOLeDULUT C
037 Het MaHudpecTauein»).
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JuarsocTuka

e C60p aHaMHe3a SIB/ISIETCS K/IIOYEBBIM MOMEHTOM JMATHOCTUKI,
OJHAKO 3aYacCTYIO YIIYCKAaeTCH Ha STalle IePBUYHON MEeIULIMHCKON
HOMOLIY, U TOCTAHOBKA [AMArHO3a OTK/IA/[BIBAETCS B CpefHeM 60-
7iee 4eM Ha 7 jIeT. 3a 9TO BpeMsA B JIETKMX U IPUJATOYHbIX IasyXax
HOCa MPONUCXOAAT TsKeNble CTPYKTYPHBbIE He0OpaTUMble TOBPEXK-
TeHUA.

° YpOBHU MMMYHOITIOOY/TMHOB HAXOATCA B IMaNa3oOHe HU3KMX 3HaUe-
HMIT: MOTYT HOTpe6OBaThCsA MPOOHASA MMMYHHU3ALUA Y UCKTIOUEHVE
BTOPUYHOJ TOTepY UMMYHOIIOOY/IMHOB (C Ka/lIOM, MOYOI]).

e JIlumdoneHus mpeuMyliecTBeHHO ofycnosneHa peduuurom CD4*
T-xmetok (ocobenno CD45RA" HauBHBIX K/IETOK) 11 B-K/1eTOK.

e IIpy cmeHOMeramy I UCKITIIOYeHVs TMM(OMBI C/IeTyeT IIPOBECTU
KT, 6uomncnio mumdarinaeckoro ysiaa i oeHKy Kapruasl KM.

Mmmynomornsa

° YpOBHU MMMYHOITIOOYIMHOB MOTYT 3HAQUUTENbHO KOIEOATbCA, 1
TONBKO YpoBeHb IgG MOXKeT ObITh HE3HAUUTEIbHO CHIDKEH; CIIeLN-
¢budeckne aHTUTENA ONPENEeNAIOTCA B HEM3MEHHO HUSKUX TUTPAX C
HeaJleKBaTHBIM/OTCYTCTBYIOLIMM OTBETOM Ha MUMMYHU3ALIIO.

° YposeHb IgM MoXeT OBITH HOPMATbHBIM, YTO IO3BOJIAET OTINYUTD
OBU ot mimMdoMBl, Ipu KOTOPOII ypoBeHb IgM cHIDKaeTcs B Iiep-
BYI0 ouepenb (I1aBa 2).

* Ypcno B-xmeTok MoXkeT ObITb HOPMA/IbHBIM WJIM CHIDKEHHBIM, HO
B HEKOTOPBIX C/IYYasiX Y MY>KYMH 9TO ObIBaeT IPU3HAKOM IO3[HEN
manngecranymu XCA.

e IMomymsamust CD4" T-xmeTok HusKas, OCOOEHHO COKpAlleH Iyl
CD45RA* T-knerok. T-kmerouHas QyHKIMA B OTHOLICHMM aHTH-
T€HOB U MUTOTE€HOB i1 Vivo U in vitro cHibKeHa. PyHKIMOHA/IbHASA
aKTUBHOCTD 1 KONM4ecTBO NK-K/IeTOK CHM)KEHBI.

e VIMeIOTCsl ONMMCaHMA CITy4aeB HApYLIEHMs aKTMBHOCTU 5'-HYKJIeo-
THJa3bl Ha IOBEPXHOCTI TMMQOIINTOB, HO 3TO He ABJIAETCSA OTHENb-
HBIM CUHJIDOMOM, KaK €r0 MHOIJJa ONJCBIBAIOT. 3JHAYEHNE JAHHOTO
HapyIIeHN HEU3BECTHO.

Knaccndukanus

B saBucumocTn ot in vitro orsera B-xmerok na MJI-2 u antu-IgM BbI-

IeTIAI0T TPU BapUaHTa 3a00IeBaHNA.

e Bapuant A: TsDxernast popma 3a60/IeBaHMS ¢ MHOXXECTBEHHBIMI IPa-
HyneMamu (remarociyieHoMmeranus); npogykuus IgG u IgM in vitro
OTCYTCTBYET.

° Bapmant B: pepxas; npopykuusa IgM Tonbko in vitro (ckpbiTas ru-
nepupopykius IgM?).
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 Bapnant C: yerkoe TedeHne 3aboneBanus; npopykuusa IgG u IgM
in vitro.

ITOT MeTOfUKa He NMOAXOIMUT HJIS eXKeTHEBHOI IPaKkTUKM; Oojee
IpUeM/IEeMBIM METOJIOM KIaccU@UKayM SABIAETCS MAeHTU(UKAINA
B-xnetok mamaATH (Y manMeHTOB ¢ BApMAHTOM A B-KmeTkn mamaTy or-
CYTCTBYIOT).

AnomepHamMueHas KnaccuPuKkayus KauHu4eckas (6 3a6UCUMOCU OM

0CTIONCHEHUTL)

* HeocnoyxHeHHOe TedeHMe.

e IMonuknoHambHasA MUMQOLUTAPHAA MHPUIBTPALHAL.

° DHTepomaTus.

e Omyxomu MMMQpONTHON TKAHI.

e ITpocroit KMHNYecKUit peHOTUI 1umMeroT 83% MaIeHTOB.

e Taxoke MpoBOAAT GeHOTUIMPOBAHNUE C IIOMOII[BIO IPOTOYHOI LIUTO-
merpun (uccinegosanune EUROCclass), koTopass oOHapyXuBaeT Tpu
XapaKTepHble 0COOEHHOCTN 3a00/IEBAHNSL.

e Tlouryu nomHoe orcyTcTBUE B-KIeTok (<1%).

° 3HauMTeNbHOE COKpalleHye Iomyraumu B-xmetox mamaru (<2%)
MoxKeT onpegenarbea u npu gpyrux [TV (cunppome Buckorra-On-
npuda, XCJIIIC, uanonarudeckoit CD4 numdonenun n XI'B).

° YBemuuenue komndectsa CD21low B-keTok (cBA3aHHBIX ¢ pasBu-
tieM nuMmdonporndepaTuBHOro 3ab60/eBaHNsa ¥ CIUIEHOMeTaInin)
>10%. Taxoxe Bo3MoXHO onpefienenue yposHa CD24; onpenenserca
HapylIeHVe Ilepefad CUIHaIa 10 KaIbLMeBbIM KaHa/lIaM.

CoxkpalieHye HOIY/IALMN PEryIATOPHBIX T-K/IeTOK TaKKe ABJIATCA
(hakTOpOM pasBUTHUS Ay TOUMMYHHOTO 3a00/IeBaHMIA.

O6wwmit BapuabenbHblit UMMYHOZeDULMT 2:
OCNOXHEHUA N NeveHune

Ocnoxnennsa

e OcHoBHble ocnoxxHeHusA OBV pasBuBalOTCA BCIe[CTBUE IO3IHEN
IOVMArHOCTUKM I TIPENCTaBleHbl CTPYKTYPHBIMU IOBPEXIEHUAMU
OpraHOB BCIIEMICTBIE OaKTepMaNbHOI arpeccuyt — GPOHXO09KTa3aMu
Y XpOHMYECKUMIY CUHYCUTAMMU.

° Y HanMeHTOB MOTYT BCTPEYAThCsA HETUIMYHBbIE MHQEKINU, TaKue
KaK KaMIMIOOAKTepPHBIN XOJaHIUT, MUKOIUIA3MEHHBIN WIN ypea-
wrasMenHbi aprput (cm. XCA). Penxo Ha6mIO[AaOTCS OMIOPTY-
HICTVYeCcKue 3a00/IeBaHysI, BbI3BaHHbIE, HATIPUMep, Pneumocystis
jirovecii (HO B 9TOM C/Iy4ae C/IefyeT 3allOf03PUTb CUHJIPOMBI, IIPO-
TeKalollye ¢ TUIepnponykuyes IgM).
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* BosmoxHO pasButie ManbabcopOIMM BCIEACTBIE ITIIOTEHOBOI JH-
TepOIATHM C ATPOdMert BOPCUHOK.

* BocmanurenpHoe 3a60/1eBaHMe KUIIEUHNKA MOXKET IIPUBECTH K op-
MUPOBAHUIO CTPUKTYP.

* BOo3MOXHO pasBUTHE Y3/I0BOJ PEreHepaTMBHONM TIMIIEPIIa3UM Iie-
YeH.

e ITpu rpaHynIeMaTo3HOI 60IE3HN BO3MOXKHO MOpaykeHue T060ro op-
raHa (MO3T, JIETKNe, TTeYeHb, Ce/Ie3eHKa, TMMQaTUYecKye Y3/Ibl, KOXa,
r71asa).

* Y nmanueHnTtos c BapuanToM A OBV, npoTekarommM co crijieHoMera-
JIVieli, BOSMOXKHO pasBUTME BBIPAXEHHO! TPOMOOLMTONEHUY, YTO
norpebyeT IpoBefjeHNA CIVICHIKTOMUML.

* V nmanuenToB B 40 pa3 Bo3pacTaeT pUCK pa3BUTIA TUMQPOMBI, B TOM

4ycte mMMQOMBI KullledHKa. Bcem manmenTam ¢ numdageHonaTn-

eil C/leffyeT IMPOBOAUTD OMOICHIO TMM(ATUIECKUX Y3/IOB U OLIEHKY
kapTuHbl KM 1 McKmo4eHns faHHoOro 3aboneBanns. JInMepombr

Jale BCEro XapaKTepU3yITCA BHICOKOI CTEIIEHBIO 3/10KaUeCTBEHHO-

CTU U IVIOXMM OTBETOM Ha IIPOBOJMMOE JIeUeHNe.

Habmionaercs yBenmyeHme 9acTOThI paKa KeTyKa, He CBA3aHHOTO C

xononusanyeit Helicobacter pylori.

Yacto HabmofaloTcAd ayTOMMMYHHBble 3abonmeBaHyA. IlalueHTHI

TO/DKHBL HAXOAMUTHCSA HOJ, HaOMofeHieM Ha CIydail pa3BUTHs 3a60-

JIeBaHMA C BBIPOKEHHOI KJIMHIYECKOI CUMIITOMATVKOM (TUIoTupe-

03, IIEPHULNO3HAsI AHEMIST, CaXapHblit iuaber).

Tumomsl  (oOpOKauecTBEHHblE WM 37I0KAYeCTBEHHBIE) TaKXKe

BcTpevarorca npu OBM (cumpgpoma I'yga). OHM wacTo IpUBOAAT K

MMACTEHUM M TeMATOJIOIMYECKUM IMpOo6IeMaM — aIlIacTIYecKOl

aHeMuMu 1 UMMyHHOIT TpoMmbonnTonennn (VITII).

Jleyenue

° YeM paHblile yCTAaHOBJIEH JMATHO3, TEM JIy4Yllle IIPOTHO3.

e Jleuenue npentnyHo XCA: mpumenstor BBUI/IIBUT, aHTuOmoTuKm,
¢busnorepanyio npy 60Ne3HAX OPraHOB IPYAHON KITETKI.

e ITpodunakTudeckoe NMpuMeHeHMe AaHTUOMOTUKOB CIeAyeT paccMa-
TPMBATD B C/Ty4yae HeaJeKBaTHOTO OTBETA Ha ONTVMA/IbHYIO TePAIINIo
MMMYHOITIOOYTMHAML.

e TTanyeHThl ¢ MOMHBIM AeduunroM IgA Moryt uMeTb 60/ee BBICO-
Kuil puck oOpasoBaHus aHtu-IgA anruten x BBUI, nmosromy pis
HIX CJIeffyeT BbIOMpPATh Ipemaparsl ¢ HUSKUM COfepkaHmeM IgA.
BonpmuucTBO cOBpeMenHbIX npenapatos BBUT umeroT Huskoe co-
mepxanne IgA. 3HaueHMe MOHUTOPUHTA AHTU-IgA aHTUTEN COMHU-
TE/IbHO.
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° V manyeHToB €O CIJIEHOMeTa/Inell MO>KeT HaO/IIoaThCs YCKOPEHHBII
karab6omam IgG, uTo morpebyer npuMeHeHnsA 60jiee BHICOKMX /103
mpernapara win 60/iee 4acToro puMeHeHus (eXXKeHeIeIbHO).

 Tpebyercs perynspHoe UcCIefoBaHNe 1eT04HOI GyHKIUM (Ompere-
JIeHMe JbIXaTeNbHBIX 00BEMOB U (paKTOpa ImepeHoca) 1 pOoBefeHIe
KT Bbicokoro paspelrennus. YXyplleHne oKasareneil pyHKIUN JIeT-
KUX TpebyeT 60lee arpecCuBHOI TepaIIyi.

e IIpy XpoHUYeCcKUX CUHYCUTaX TpebyeTcs KoHcynbTanusa JIOP-ppaya
U TIpOBefieHNe SHO0CKOIMYECKOTO MCCIe0BaHMA IPUAATOYHbIX Ma-
3yX HOCa.

* IpanynemarosHas 607e3Hb XOpPOIIO OTBEYaeT HAa TEPAINMIO ITTIOKO-
kopTrkouziamu (menouHas gocdarasa ABIACTCA XOPOLIMM IPOTHO-
CTHYeCcKUM MapkepoM). OHM He3aMeHMMBI IIPU MHTePCTULMATbLHOMN
6oresHn yerknx (cHKeHre pakropa mepeHoca). B Hux Her HeoOxo0-
AMMOCTH Ty 6eCCUMIITOMHO CITeHOMeTanu. IIpuMeHeH e IToKo-
KOPTHUKOWJIOB CBSI3aHO C MOBBILICHHBIM PUCKOM Pa3BUTHs T€HepasIn-
30BaHHOI (POPMBI OIOsIChIBAOLIEro repreca. CIIeHIKTOMMSA MOXKET
OBITb HeOOXOAMMA IIPY TUIIEPCIUIEHN3Me: TAKVUM MalleHTaM ClIefyeT
Ha3Ha4aTh 6CH3VMIIEHUIVIIVH C IPOGUIAKTUYECKO 1e/bI0, BaKIIU-
HarysA ManoaddektrBHa. TeM He MeHee CYIIeCTBYeT PUCK MHQEKIMIT
nocrie crieHsKTomyn y 6onbHbIx OB, 0 yeM He crefyeT 3a6bIBaTh.

* JleyeHue BOCIAIUTEIBHOTO 3a00/IeBaHMA KMIIEYHVKA IPOBOMAT, KaK
pu 6onesun Kpona.

e TlopakeHue Ie4eHN MOXKET IIPUBECTH K IIOPTaIbHON TUIIEPTEH3UU
U TIeYCHOYHOII 3HIle(aIonaTn, 4To TpedyeT IpoBefieHNA IIYHTU-
POBaHMA.

° DBesrmoTeHoBas fueta IpUMeHASTC P LeTIMAKUNL.

e IIpOBOASAT MOHUTOPUMHI 3/T0KaueCTBEHHBIX 3abonmeBanuit. Heobxo-
AUMO TePUOAIIecK) 6paTh MAa3OK 13 IIEKI MAaTKIL.

e CrefiyeT paccMOTpeTh HEOOXOAMMOCTb MOHITOPUHIA MUHEPAIbHOII
IJIOTHOCTYM KOCTHOJ TKaHMU (ManmbabcopOiys).

IKcnepumeHmManvHAs Mepanus

e TIST-NMJI-2 6bL1 yCIeNUHO MCIIO0b30BaH y HeOOIBIIOro YIMC/Ia Malm-
€HTOB.

e IIpuMeHeHUe PeTMHOEBOI KVIC/IOTHl Y HEKOTOPBIX HMAaLMeHTOB Jajio
TIOJIOXKUTE/IbHBII 9 PeKT.

o IuMeTHAVH MOXeT YIy4YIIUTb UMMYHHYIO QYHKIINIO.

e AnTaronuctel PHO ¢ ycnexoM IpuMeHAINCDH B OTHENbHBIX CTydasax
IIpY TPaHY/IEMAaTO3HOM 3a00/IeBaHNIL.

° VYBennyenue nponykuun anturen npu OB B orser Ha MJI-21 mo-
XKeT OBITb OFHMUM 13 HAIIPaB/IeHNIT TePAIIIL.
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M3onnposanHbii aecpuumt IgA

M3onupoBanublii feuuut IgA aBrgerca Hanbomee pacpocTpaHeH-
HBIM IIepBIYHBIM MMMYHOIe(PUIITOM, HO OH OOBIYHO IIpOTeKaeT bec-
CUMITOMHO. B 3aBucumocTy ot pachl Bcrpevaerca y 1 ns 400-800 ve-
JIOBEK.

IIpmyuna

[TpuunHa 3a60eBaHUsA HEM3BECTHA, XOTA OHO OTHOCUTCS K TPyIIIIe
3aboneBanuit, HanoMmuHaromyx OBV, 1 cBsA3aHO ¢ ompefeneHHbIM
MHC rtunom (Al, B8, DR3, C4Q0). BcTpedaercst y pOACTBEHHIKOB
6onbubIx OBV B 50% cry4aes.

Penxo BO3HMKaeT BCIEACTBNUE AeIEI eHa, YacTO HabIonaeTCA ie-
¢unnt IgG2/1gG4.

Y HeKOTOPBIX ITAIVIEHTOB ObUIV OIMCAHBI JjeeKThI MepeKTI0YeHIA
K/IaCCOB MMMYHOITIOOY/INHOB.

Omucansl crydan n3onyposanHoro geduunra IgAl nmm IgA2 (o6a
13-3a JeJIeLV TeHa).

MoryT 6BITb CBSI3aHBI C JPYTMMIU XPOMOCOMHBIMIU AHOMA/IMAMIY, KaK
IIPaBIUJIO, C Y4acTieM XpoMocoMbl 18 (cunppom 18q m konmbleBas
18 xpomocoma), ¢ BapuanToM cuHpgpoma Illepemesckoro-TepHepa
(Xq), M3MeHeHUAMN 4KCIIa XPOMOCOM, cuHpoMoM Kaitndensrepa
u fepunnuToM al-aHTUTPUIICHHA.

3aboeBaHNne CBSA3aHO C IPOBEIEHMEM JIEKapCTBEHHO Teparnmi,
B YaCTHOCTMU C Tepamyeil peHUTOMHOM M HEeHVIMIIAMIHOM, XOT,
0 MMEIOIVIMCS JaHHBIM, HesICHO, IPUCYTCTBOBAN Aeduunt IgA no
NIpYMEeHEHNA IIperapara Ui HeT.

Omnpepensiorca B-knerku, necymue IgA. IgA cunTesupyercs, HO He
CEeKpeTUpyeTcs.

VImerorca moxasarenbcTBa TOro, u4to IgG u IgM MoryT BhICTYHATh
B PO/IU CEKPETOPHBIX MMMYHOIIOOY/IMHOB /IS 3AIUTHI CIM3UCTBIX.

Knunmnyeckue NpoABIECHNA

B 6onpiunHCTBe CnydaeB mpoTeKaeT 6ecCUMITOMHO.

Ha6romaeTcst oBbILIeHNe YaCTOTHI ANIEPIUYeCcKIX 3a00IeBaHmii, B
TOM 4YMCTle MUIIEeBOI a/lZIepTuy U HellepeHOCUMOCT MUIIEeBBIX MPO-
IOYKTOB.

Yacro BcTpevaroTcsi 3aboneBanusi coeguuutenpHoi tkauu (CKB,
PEeBMAaTOUIHBIIT apTPUT, IOBEHWIBHBIN XPOHUYECKUIT apTPUT), 1ie-
JIVaKMsi, BOCIIANUTENbHOE 3a00/IeBaHye KUIIeYHMKA, IePHUIIMO3HAs
aHeMyLA 1 IpyTue opraHocrenuduyecKue ayToMMMYyHHbIe 3a00/eBa-
13076:8

Y3noBas mumQonHas runepIiasms.
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° YBemyeHne KOMIYeCTBA Ay TOAHTUTE]L.

* JI0>KHOTIONOXXNTeNbHbIE TeCThI Ha 6epeMeHHOCTD 13-3a IPUCY TCTBUSA
reTepodUIbHBIX AHTUTE]L.

e IIpy oTCyTCTBUU PYIUX IyMOPA/IbHBIX TeeKTOB MH(EKIVI BCTpe-
YaOTCA PEKO.

e OTgmenbHble cydan OYAYT AMATHOCTMPOBAHBI B pe3yIbTaTe peak-
IV M OCTIO>KHEHWI TP TeMOTpaHCcysnAx (¢ JacToTol 1 crydart Ha
15 MyH remoTpanceysmii).

IuarHocTuka

e Tpebyercsa mabopaTopHOe MOATBEp>KAEHME OTCYTCTBMA IgA, a He
TONBKO (aKT HU3KOTO cofiepkanmy IgA. ABTOMaTN3MpOBaHHbIE aHa-
NIN3aTOPBI He ONIPefe/IAIOT JOCTATOYHO HU3KIe 3HAUeHNA I, CJIefl0Ba-
TE/IbHO, VX Pe3y/IbTaTbl HEIPUTONHBI I MHTeprnperanyn. OLeHKy
ClIefyeT MpOBECTM METOfIOM PajMaNbHON MMMYHORUPQY3UN mmm
nBortHoi 1 dysun mo OyxTepnonn.

* OcreperaiiTech OIpefie/leH)sI aHTVDKMBOTHBIX aHTUTeN Ipu Jedu-
nuTte IgA, KOTOpBIE JAIOT JIOKHBIE PEe3yIbTaThl IIPY UMMYHOJIOTYe-
CKVIX VICCTIET{OBAHMAX C MCIIOb30BaHMeM aHTYCBIBOPOTKI, TIOTyYeH-
HOI1 OT OBell, KO3 U JIOIIaJIel.

e ITaryeHTHl ZOMKHBI OBITH 06C/IENOBAHbI HA HAMMYME IPYTUX Hedek-
TOB I'yMOpPaJbHOIO MMMYHUTETA: ONpefie/ieHNe MopKaaccoB IgG u
criennUYeCcKUX aHTUTEN, €C/IM B aHAMHe3e eCTh yKasaHM:A Ha da-
cTble MHQEKIVMOHHbIE 3a60/IeBaHNA. B COMHNTENTbHBIX CTyJasax clie-
LyeT BBIOTHUTD IPOOHYI0 MMMYHU3ALILIO.

* YpoBeHb aHTUTEN K IgA MOXKHO OIIPENENNTD, HO CYLIECTBYIOIINE Me-
TOIMKM olpefendioT Tak e IgG u IgM anTuTena u, crefoBaTenbHoO,
He OIpefie/sAIoT PUCK aHaduIakcun. 3HaYNMOCTb aHTH-IgA aHTHUTeN
kmacca IgG n IgM HesAcHa. Beicokie ypOBHU MOTYT OIpeRenAThCs
IIpY OTCYTCTBUM peaKIuil. VIMeeTcs MUIIb OGHO COOOIIEeHMe O BbI-
ABeHUM aHTU-IgA anTHTeNn Kmacca IgE.

MmmyHomOrNA

* IgA He Oyner onpenenarbes (<0,05 1/1), HO ypoBHU obero IgG u
IgM 6ynyTt HopmanbhbiMu. Ilogkmaccer IgG 6ynyT chkens! (G2 u
G4). Cexperopusiit IgA Oyger oTCyTCTBOBaTh (HELOCTATOYHOCTH
CEKPETOPHOTO KOMIIOHEHTA BCTPeYaeTcs KpaliHe peliko), HO TaHHOe
UCCIIelOBaHNe He NMeeT KIMHIYEeCKOTO 3HaYeHNA.

e Oynknua T-xieTok He HapyleHa (peakunsa Ha PHA n aHTHreHbI).

e MoryT onpegnenarbes ayroanturena (NB antu-IgA anturena). byner
HaO/MIofIaThCs yBeMueHne ypoBHs IgE mpyu Hamuaum aTonmYecKoro
3a00/IeBaHNA.
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e ITpu otcytcTBynM IgA Ha MOBEPXHOCTN CM3MUCTBIX 060/I0UEK TOAB-
natotca IgM u IgG.

OcnoxHeHNnA

¢ OpHOIT 13 OCHOBHBIX IIp0o6teM mpu gedunute IgA sB/IsETCST BEPOSIT-
HOCTb peaKIUil M OCTIOKHEHMII TPy TeMOTpaHChY3UAX U3-3a aHTHU-
IgA anTuten. OfHaKO JaHHBIE CUTYAIUM BCTPEYAIOTCA KpaiiHe pefi-
ko (1 Ha 15 mH remoTpancgysnit). Crryx6a nepenBaHusa KpOBU B
Meddunnme (Benuxobpuranys) BHITOTHAT IOATBEPKFAIOLYE TECTDI
¥ BBIZACT KapTy-NpeRynpexxeHne Ipy Iepe/IiBaHuU KPOBIL.

e TToBbllIeHHasT YACTOTA 37I0KAYECTBEHHBIX 3a00/I€BAHNUIT, 0COOEHHO
mMQOMBI 1 aleHOKaPIMHOMBI JKeTyIKa. XOTs, BO3MOXHO, 3TO CBS-
3aHO C IPYTVMIMU COIYTCTBYIOIMMI COCTOSHMAMY, IIPOTEKAIIINMU
COBMECTHO ¢ fepuunrtoM IgA.

° BriosHe BO3MOXKHO, YTO CO BpeMeHeM CTelleHb I'yMOPaabHOIO MMMY-
HopeduiuTa 6ymeT HapacTath.

Jleyenmne

e ITpoBoanTcs Tepamys 3aboneBaHNs, KOTOPbIM IPOSABIAETCA Hedu-
T IgA.

e V36eraiiTe NCIIONb30BaHMs IgA-COlepKAIINX IIPETIAPATOB, eC/IN 3TO
BO3MO)KHO. HanmoHanbHOM cmyx60if KpoBu Impemaparbl oT IgA-
HepUIUTHBIX JOHOPOB IIPEIOCTAB/IAIOTCS MO CIelMaIbHBIM 3aKa-
3am. Vcnonbayitte BBUI/TIBUT (ecu TpebyeTcs) ¢ HUSKMM cOfiep-
KaHueM IgA.

e Boima mokasaHa 6€30IIaCHOCTD 3aMECTUTEIBHOI TE€PANUN MMMYHO-
D106 YIMHOM AJISI JIeY€HNsT PeL{UAUBUPYIOLINX MHDEKINIL.

° B cBA3K ¢ HM3KMM PUCKOM peaKIMii HOleHNe TPEeBOYKHbIX KapT UMe-
€T COMHUTE/IbHYIO IIeHHOCTb.

3omposannslit gedumur IgA2

VMmeroTcs coobueHs 06 nsonuposaHHoM fedunmte IgA2 ¢ HOpMab-

HBIM ypoBHeM IgA1. BeposTHO, 3TO CBA3aHO He C Ae/IeLUAMM T€HOB TH-

JKEJION Lieln, a C MyTalueii reHa o2.

Aedunumnt uMmMyHornobynmHos noaknaccos IgG

IIpmanna

e IIprunHa medpuunra nopknaccos IgG HemsBecTHa, OfHAKO 3aboe-
BaHIe OTHOCKUTCA K IpyIIle 3aboneBaHmii, HanomyHaomux OB u
meduuut IgA. BrionHe BO3MOXXKHO, 4TO B HEKOTOPBIX cinydasx OBU
OyzeT HMpOSIBIATBCA IIPY HajbHelIIeM IporpeccupoBaHmuu 3abore-
BaHMsA. B pegxux cryvasx gepuiur nonkaaccos IgG MoxeT Habio-
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