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COKPALLEHNA

CW - cnctema UMMyHWTETa

M4 - nmmyHogedmunt

WAE - nmmyHogeuunTHas 60/1e3Hb

BWB - BTOpnyHaa NAE

W1 - nHTepneriknH

WN®H - nHTepdepoH

MM/ - akTop, NO3BOMAELMIA MUFpaLMIO NEAKOLUTOB

MY3T - nosbiweHHan YyBCTBUTENIbHOCTb 3aMeIEHHOI0 TUNna



XAPAKTEPUCTUKA UMMYHOLE®ULINTHBIX BONE3HEN

MpefgcTasneHme 0 TOM, YTO WMHeEKUMs — npo-
Llecc, NOMHOCTBH 3aBUCKMMbIN OT MWKpPOOPraHu3ma,
[JOMWHUPYET B CO3HaHWM Bpaueil. Te >Ke, Hepeako
BaOKHe/LlIME HapylleHUss B CUCTEME UMMYHUTeTA
opraHusmMa, KoTopble NpeAllecTBYOT e, T.e. UM-
MyHOZedUUMTbI, UrHopupytoTca. OTcioga M rnas-
Has nevyebHas AOKTPMHA — NOBbIMKM  cnocobamm
YHAYTOXKNTb MUKPOOPraHu3M, 4TO BbI3blBaeT MO-
sIBNeHNe BCe 6onee peauCTEeHTHbIX ero BapuaHToB, a
MoMbITKA «CTEPUIN3aLUI» MaKpOOpraHusMa WHIy-
LUMPYIOT AMCOMO3bl U XPOHWNYECKME hOPMbI UMMYHO-
naTonormn (Hosmkos . K., 1999).

MmmyHogeuunTHas 6onesHb (VIAB) - BPO>KAEHHbIN, TEHETUYECKMWA LN
NPMOBPETEHHBIA CTPYKTYPHbIA U/WN DYHKUMOHAIbHBIN 4eMUMT Kakoro-To 3BeHa
B CUCTEME UMMYHUTETA, KIMHUYECKU NPOSBASOLLMIACA peLyuanBamMi MHAEKLMM, Bbl-
3BaHHOMN YCMOBHO-NATOrEHHbLIMW BUpycamy, GakTepusMu, rpubamu, napasvTamu
(Hosukos .K., 2003).

MmmyHogeduunT (NL) - reHeTWUYeckwii n/wn nabopaTopHblii Npu3Hak fe-
thekTa (HeAOCTATOYHOCTU) 3BEHA UMMYHUTETA C KIMHUYECKAMU LI 63 KNHNYe-
CKWX NPOSIBNIEHMIA.

He pekomeHAylTCA HeomnpedeneHHble MOHATUA: «UMMYHOAe(ULNTHOE CO-
CTOSHME», «MMMYHONOrMYeCKas HeflOCTATOYHOCTb», TakK KakK UX Henb3s AuarHo-
CTUPOBaTb LUW NEYNTb Kak 60NesHb.

Mpur3HaKn MMMYHOAE(PULIMTHON 6oNe3HN

1. Hanuuve ocTporo v peuuauBupyoLlero (XpOHWYeCKOro) MHGeKLMOH-
HOro npotecca /60l noKamsauun.

2. BbisiBNeHMe BMPYCOB, YC/I0BHO-MATOreHHbIX 6akTepuin n/vwnn rpubos B
ouare nopaxkeHusl.

3. KnnHunyeckne MpusHaky - CTUTMbI, XapaKTepHble 4151 NePBUYHbIX M-
MYHOAEe(ULMTOB Yy AETEN.

4. JlabopaTopHoe MOATBEPXAeHUEe UMMyHofedumumTa (OLEHKA WUMMYHHOrO
cTaTyca, reHHbIli aHanma).

OCHOBHbIM KNMHUYECKUM MpU3HakoM VOB SIBNseTc HanMume W KOHKPETHble
KIMHWUYECKMEe (OpMbl MH(EKLMOHHOTO CMHAPOMA - PELMAMBOB M 0B60CTPEHUIA WH-
(heKLMiA, BbI3bIBAEMbIX YC/IOBHO-MATOFEHHbIMIM MUKPOOPraHW3MamMn -  BUpycamu,
GaKTepUAMU, rprubamn, napasuTamu. VIHEKLUMOHHbIE CUHAPOMbI MOTYT COUETATbCS C
CVHAPOMaMM TUMepakTUBaLMK CUCTEMbI UMMYHUTETa (CU) - annepruyeckuvu 1 ay-
TOMMMYHHbIMU 3a60/1€BaHUSIMU.



VHDeKLUNOHHbIE CUMHAPOMbI 060/ NOKanM3aLum - rnaBHble KAWHWYe-
CKMe «MapKepbl» UMMYHOAEMULNTOB U CAYXAT KAMHUYECKMMMW NPOABAEHUAMU
UMMYHOAE(ULNTHOW 60ne3HN. CBA3b MH(EKLMIA, «BbI3bIBAEMbIX» YC/I0BHO-NATO-
FeHHbIMWU MUKPOOPraHM3MamMm ¢ UMMYHOZAe(ULMTOM OYeBUAHA, T.K. TO/IKO MpW ero
HaMMYMKM BO3MOXHA UX 3KCMaHcus. VIMEHHO HefocTaTOuHOCTb MPOTUBOBMPYCHOTO
WM aHTMBaKTepUanbHOr0 MMMYHMTETA MO3BOMSET Pa3MHOXATbCA MUKPOOPraHU3-
MaM - ayTO/IOrMYHbIM W NOCTYNMBLUKMM W3BHE.

[NaBHOe yCNOBME BO3HUKHOBEHUS MHMEKLUMOHHOrO mnpolecca - BOCMPUUMYM-
BOCTb MaKpoopraHu3ma, T.e. HeJOCTATOYHOCTb ero UMMyHUTEeTa (MMMyHOoZedu-
UMT), KOrja Aa>ke YCNOBHO-NaTOreHHbI MUKPOOPraHu3M MoXKeT BbI3BaTb MH(EK-
LMo BbICOKOBMPYNEHTHBI BO3OYAMTENb, MPOHUKLLUWIA BO BHYTPEHHWE Cpefbl opra-
HW3Ma, MO>KET MpeofoNneTb Pe3UCTEHTHOCTb HOPMAbHOTO, HO HE WMMYHHOrO K
HeMy MaKpoopraHu3ma.

Pe3ynbTaTOM B3aMMOAENCTBMS MUKPOOOB M MakpoOpraHM3ma MOXET 6ObiTb He-
CTepLbHbIA UMMYHNTET, KOrda (pakTopbl NaTOFEHHOCTU U UMMYHUTET YpaBHOBe-
LUEHbI, CTEPUNbHbIA UMMYHUTET - OCBOOOXZEHWE OT MH(EKTa U UHEKUMS - pas-
MHOX€eHWE BUPYNEHTHOIO M1Kpoba (puc. 1). 3aluTHble 6apbepbl U UMMYHUTET 340-
pOBOrO OpraHM3mMa MOryT MpeocfoseBaTb TOMbKO BbICOKOBMPYNEHTHbIE MUKPOOpPra-
HW3MbI, NOCTYNatoLMe B 60/bLLUONA fo3e. B Takol cuTyaumun [fo3a + BUPYNEHTHOCTb]
> [6apbepbl + UMMYHUTET] —HabNt04AeTCH OTHOCUTENbHBIA UMMYHOLE(ULMT, YTO
XapaKTepHO Ans 0coB60 onacHbIX GaKTepuanbHbIX MHGEKUUI (Y4yMbl, CUOUPCKON A3-
Bbl, XO/1EPbI), HEKOTOPbIX BUPYCHbIX MH(EKLMI (6eLLeHCTBO, aTUMNYHAs NMHEBMOHNS
u p.). OfHaKo Aaxe Npv pasBUTUM 3NUAEMUIA YyMbl B APEBHOCTU, YacTb 0fei oc-
TaBaMCb 3[J0POBbIMM 3@ CYET MOBbILLIEHHON ECTECTBEHHOM PE3VNCTEHTHOCTU U UMMY-
HuTeTa. Mocne 3(ptheKTNBHOM BaKLMHALMM BbICOKOBMPYNEHTHbIE MUKPOOPraHU3MbI
Y>Ke He MOryT NpeofoneTh NPUOBPETEHHBI (aaNTUBHbIA) UMMYHUTET.

VIMMYyHOAE(hULMT - OTHOCWUTENbHbIA UM aGCOMIOTHBIN - FNaBHas MPUYKMHA WH-
(heKUWA, TaK Kak Npy MOBbILLEHWN, CTUMYNALUMU MMMYHWTETA NOC/e BaKLMHaLUK
BO3HMKAET PEe3VUCTEHTHOCTb KO MHOTMM BbICOKOBMPY/IEHTHbIM BO30YauTENsaM. Tak,
MyTem BaKUMHAaLMK HaceneHus Obina MKBUAMPOBAHA OCMa, YHOCMBLUASA MUMOHbI
NOAENR, UHAYLMPYETCS HEBOCMPUMMUMBOCTL K KOPW, NONMOMWENUTY, rpunny, rena-
TMTY B, KnewweBbIM 3HLedaMTam, XenToin nuxopagke U ApYrum UHGeKuuam. 370
[l0Ka3bIBaeT, YTO AaXe BbICOKOBMPY/NEHTHbIE BO3OYAWUTENIM He MOMyT NpeojoneTb
npesBapuTeNbHO MOBUIM30BaHHbIE UMMYHUTETHbIE 6apbepbl opraHu3mMa. CnefoBa-
TeNbHO, BUPYNEHTHOCTb BO30YAMTENEN MHEKLMIA He abCONMOTHA WU OpraHM3m C AocC-
TaTOYHO BbICOKOW CTENEHbIO CNeunYecKon 1 Hecneynnyeckom aktueHocTn CU -
T.€. UMMYHHbIIi - B COCTOSIHAM MPOTUBOCTOATH eil. OTClofa CneayeT, YTo Pe3nCTEHT-
HOCTb, UMMYHUTET OpraHvM3Ma, a He BUPY/IEHTHOCTb BO3BGYAUTENS CMYXUT Onpeje-
NALWMM (HaKTOPOM pasBUTUS 060N NHPEKUMN. TTOITOMY «UH(EKLMOHHbIE 60/1e3-
HU» CNnefyeT paccMaTpuBaTb KaK «MMMYHOAE(MUMTHbIE WHC(EKLMOHHbIE GONe3HN»
WM «UMMYHOAEUUNT Hble 60ME3HU C KNMHWUKOW MHCheKunid». OCHOBOW CcTpaTerum ux
NPOMUIAKTUKM U NeYeHNs LOMKHO ObITb MOBbILLEHWE HEBOCNIPUMMUMBOCTU, aKTMUBa-
LMA UMMYHUTETa BOCNPUMMUMBOIO OpraHn3mMa.
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Puc. |. CoOTHOLLEHNE UMMYHUTETA Ye/l0BeKa U BUPYNEHTHOCTU MUKPOOP-
raHmamos (Hosumkos, 1999)

Mpn oTHocuTensHom W[, B 340pOBOM HEMMMYHHOM OpraHM3Me Ha WHEeKT
pasBuMBaeTCs OCTpas BOCMaUTeNbHAs peakuus Y MMMYHHbIA OTBET, KOTOpbIA npu
NEYEHNU U BbI3LOPOB/IEHUM HEMTPANN3yeT ero, nocse Yero 0bbIYHO BO3HWNKAET afarn-
TVUBHbI/i UMMYHUTET. ECAM 3TOFO He NPOUCXOAMUT, OTHOCUTENbHLIV W[ MOXET cTaTh
abCoMOTHLIM, YTO NPUBOAMUT K TSHXKENIOMY MCXOoAy. MonbITKY OLEeHUBATL OCTPYHO WH-
(heKLIMOHHO-BOCNA/IMTENbHYI0 PeakLMi0 KaK HOPMalbHbIA OTBET M Kak Obl «(um3no-
NOrNYECcKoe COCTOSHME» 3TO TO e, YTO cUnTaTh 6GOMLHOr0 340POBbLIM, a CMEPTb OT
TaKoro OCTPOro BOCMa/IEHNs —eCTECTBEHHOW CMepTb0. HopMmasbHas, dmsnonoruye-
ckast paboTa CU obecrneumBaeT HelTpanm3aLmio MHGEKTOB, NaTOreHOB 6e3 KNMHU-
YeCKMX CUHAPOMOB BOCM&/IEHWS U Pa3BUTUSA reHepann30BaHHON UMMYHHOW peakLumm,
Ha YPOBHE MECTHbIX, BPOX/EHHbIX UM NPUOBPETEHHBIX (haKTOPOB MMMYHUTETA TaK,
KaK 3T0 MPOUCXOAUT B UMMYHHOM OpraHu3mMe Moc/e BakUMHALUW 1N NepeHeCeHHO
paHee VHpEeKLMN.

C 3TuX No3vuuie, aHTUMUKPOGHas Tepanms (MPOTUBOBMPYCHasA, NPOTMBOGAaKTe-
pua/ibHas) UMeeT 3HaueHue, C OAHOW CTOPOHbI, KaK CMocO6 YMEHbLUEHWUS UH(PULM-
pyloLLein f03bl BO3GYAUTENS, MPUOAMKAIOLLMIA ee K OTHOCUTENbHO HeL0CTaTOYHOMY
UMMYHUTETHOMY 6apbepy, a C ApPYroi, - Kak CpefCcTBO MOMYYeHWUs aHTUreHOB pas-
PYLLEHHBIX MUKPOGOB CTUMYNMPYHOLLMX UMMYHUTET 1 MOBbILLAKOLLMX 3TOT 6apbep.

UTo KacaeTcsl YCMOBHO-MATOreHHbIX MMKPOOPraHM3MOB - abCcoMOTHOrO 60/b-
LUMHCTBA BUPYCOB, 6aKTepuid, rpuboB, TO pasBUTME MHEEKLMM MPU UX YHAaCcTUU BO3-
MOXHO TO/IbKO B UMMYHOAE(ULMTHOM OpraHu3me, T.e. MpU HaanuMm abcomtoTHOrO,
a He OTHOCUTENbHOr0 UMMYHOZEe(ULMTA KaKoro-TO (hakTopa, 3BeHa, peLienTopa uam



MONEKY/bl UMMyHUTETa. [103TOMY AaXe Npu NepcUCTEHLMM MHOMMX BUPYCOB U Gak-
Tepuii B opraHu3me He Bcerfa HabnogaeTcs MHpekums, ecnm Het U,

CnepoBaTenbHO, 6e3 MMMyHoZe(MUMTa HEeT WHMEKUUN, a oHa —eCTb
KNnHN4Yeckoe nposieneHme NAE. MNoatomy, Kak u nHgpekummn, OB nmetoT ocTpoe,
MoLOCTPOE M XPOHNYECKOE TeYeHue.

Pa3nuyaloT nepeuYHble U BTOPUYHbIE UMMYyHOZeduunThl (L) v cooTBeTCT-
BEHHO UMMYHOLEMULMTHbIE 60ME3HU.

MepBUYHbIe W[, - 3TO reHeTUYeCKMe aHOMaIMK, 0BbIYHO KIMHWUYECKN MaHU-
thecTupytoTca (XoTa U He Bcergal) y geteil. BropuyHble M/, BO3HUKAIOT Y KIUHWYe-
CKV 340POBbIX MO N0 BANSIHUEM Pa3NNYHbIX MPUYKH, MPaBAa, Y MHOTMX U3 HUX
MOXHO BbISIBUTb TEHETUYECKYHO MPespacrnonoXeHHOCTb K passutuio NAb.

Cpeay nepBUYHbIX UMMYHOAE(MULMTOB Mbl BblAeNsieM CTPYKTYpHble U (YHK-
LMOHaNbHbIE.

K cTpykTypHbIM N[, OTHOCATCS;

- OpraHHbIe - NpW OTCYTCTBMWN WM HELOCTATOYHOCTU OpraHa UMMYHUTETa
(annasms TUMyca, acrisieHWs, BTOPWUYHbIE MOCTCNIEHIKTOMUYECKUA K
MOCTTOH3UNN03KTOMUYECKNE CUHAPOMbI)

- KNeToYHble - MpW OTCYTCTBMW WAM HEMONHOLEHHOCTU KNETOK CUCTEMbI
MMMYHUTETA, BCNEACTBUE HeJoAMMhepeHLMPOBKY KaKoR-TO NONynaLmum

- MaKpOMOJIEKY/IAPHbIE - MPX OTCYTCTBUU W/IN HEMOHOLEHHOCTU MaKpo-
Monekyn (peLenTopoB, LWUTOKVHOB), M3-3a 4etheKTOB reHOB WM Nojas-
NIeHUs 3KCnpeccun

- cybMmoneKynspHble —1pu U3MEHEHUN CTPOEHMA OTAEMbHbIX NENTUAHBLIX
Lienei peLenTopoB ¥ LMTOKMHOB 13-3a FEHHbIX MyTaLuil

- TOYeYHble TeHHble, MPUBOLALLME K W3MEHEHWIO MOC/NeA0BaTe/lbHOCTU
WM 3aMeHe OTAEe/bHbIX aMMHOKMUCIOT B NenTugax (3ameHa TpyntodaHa
Ha aprmHuH B y-uenu HJI2Ry v peuenTtopax gpyrux LMTOKNHOB)

DyHKUMOHaNbHBIMY [, aBNatoTCS;

- «(PyHKLUMOHANBbHO-TEHETUYECKME», BO3HUKLIME B CBA3N C WU3MEHEHWEeM
aKTUBHOCTW FEHOB LUTOKMHOB UM UX U APYTUX KNETOYHbIX PELEenTopoB
(nepBuyHble [, - Hanuume annenbHbIX BapuaHTOB MPOMOTEPOB EHOB,
MyTaUuW MHTPOHHBIX 06M1acTeil, BTOPUYHbIE - U3MEHEHWE aKTUBHOCTU
reHoB Noj, B/IMSHUEM BUPYCOB W APYTUX areHToB)

- (DYHKUMOH&/IbHO-K/IETOUHbIE, MOSBASAIOLLMECH U3-32 HAPYLUEHUA (PYHK-
LIMOHa/IbHbIX B3aMMOZECTBUIA KneTok CU

- (DYHKLMOHANbHO-0pPraHHble U MEXCUCTEMHble, pa3BMBatoLLmMecs u3-3a
HapyLUEHWIA perynsumm 1 B3avMOAENCTBUIA MeXay pasuyHbIMK opra-
Hamu ClA, a TakxKe HePBHOW M 3HAOKPUHHOW cucTeMamu.

371 ypoBHU aetekToB CV BO MHOTOM OMpeAenstoT MeTofbl U TaKTUKY Auar-
HOCTWKWN ¥ nedeHus AB. Mpu CTPYKTYPHbIX FeHHbIX feekTax, TOYHas soKanmnsa-
uma fedekTa onpefenseTcs He TONMbKO OTCYTCTBME.M KOHEYHOro mpogykra (Hanpu-
mep, 1gGi), HO CTPYKTYPHbIM FEHETUYECKUM aHaNIM30M KNETOK-MPOAYLIEHTOB.

Mpwn opraxonaronorun C (annasum) AOCTATOYHO KAMHWYECKOro 06CnefoBa-
HUA. OYHKUMOHaNbHble AeeKTbl HA YPOBHE aKTMBHOCTU FE€HOB MOTYT BbISB/STHCA



MO KOHEYHbIM MX MPoAyKTam (Hanpumep, LUTOKMHAM), a OpraHHbIe - N0 U3MEHEHUIO
KO/MM4YecTBa OpraHocrneunmnyeckux NPoAyKToB (Hanpumep, PEPMEHTOB, MeauaTo-
poB).

JleyeHne CTPYKTYPHbIX reHeTUYecKUX AeteKTOB TpebyeT reHHOn Tepanuu,
TpaHCMNNaHTaLun rMCTOCOBMECTUMbBIX KeTOK CU unu 3amecTuTeIbHOW Tepanuu He-
[ocTalowmm npogyktom (Hanpumep, 1gG), Toraa Kak (yHKUMOHaNbHbIE Ae(eKTbl
MOTYT 6bITb KOPPUrMpPOBaHbl UMMYHOTPOMHbIMY NpenapaTamy 1 Apyrumy BO3LENCT-
BUSMM.

Hapsgy ¢ MH(EKLMOHHbIM CUHAPOMOM, KaK OCHOBHBLIM KAVHUYECKUM NpU3sHa-
KOM, MHOrue reHetuyeckune NAb accoummpoBaHbl ¢ HEUMH(EKLUMOHHBIMU NPOsBIe-
HUAMW: anfepruyeckUMmn (4epMaTuTbl, 3K3emMa 1 4p.); ayTOMMMYHHbIMU CUHAPOMA-
MKW, feteKTamum KOCTel ckefeta, TPOMOOLMTONEHUER, aTakcuein u psaoM Apyrux
MOPaXKEHWI pa3fMUHbIX OPraHoB M cucTeM. A/Nepryeckune peakuuy HabnwoaaloTcs
npu cenekTMBHoM feduuute IgA, cuHapome BuckotTa-Ongpuya. MpossneHus ay-
TOMMMYHHbIX CMHAPOMOB Pa3HO06pasHbl: TPOMOOLMTONEHUN, HeTponeHun, CKB,
aHemuu w ap. Mpn N[, yauwe, Yem B 06LLeli NONyNAsALMK, BCTPEYAOTCA OMyXonn. JTta
cBA3b 06YCNoBMieHa yYacTueM NPOAYKTOB Ae(eKTHbIX reHOB BO MHOIMMX MeTabosnu-
YECKMX MPOoLLeccax, a He TO/IbKO B UMMYHHbIX peakuusX.

VIMMyHOZe(UUNT He BCerga nposBaseTcs KAMHUYECKU Kak 60M1e3Hb M3-3a Bbl-
COKMX KOMMEHCATOPHbIX BO3MOXHOCTeN CU. Tak, Hanpumep, PYHKUNN 6ONbLLNHCT-
Ba MHTEPNENKNHOB MHOrMOKPaTHO B3alMHO MepeKpbIBaloTCsA, NMO3TOMY HefocTaTou-
HOCTb OfIHOIO 13 HUX KIIMHUYECKMN MOXET HEe MaHWU(eCTUPOBATLCS.

[JeteKTbl Apyrux reHoB cyXat NPUUYUHON PasBUTUS TSHKENMbIX MOAMMOPEHBLIX
N faxe aTasibHbIX KIMHUYECKUX CUHAPOMOB. Ha 3TO YKa3blBalOT MOLENU TeHeTUYe-
CKMX [e(heKTOB Ha MbILaX, Y KOTOPbIX MHAKTUBMPOBaHb! OTAENbHbIE reHbl («HOKa-
yT»-Mbllwmn). [pu  pgedekte reHa CD28  (kocTumynupyrowas wmonekyna T-
numMgouunToB, BlaumogelicTaytowas ¢ CD80 ansa cospeBaHus B Tx 1, uam ¢ CD86 B
TX 2), Konnyectso T-NMMEOLUTOB HOPMaSIbHOE, HO 0CnabneH MX OTBET Ha aHTure-
Hbl, BblpaboTka TX2 UWTOKMHOB M 3almTa OT BupycoB (ApuanH A.A., 1999). [e-
thekT reHa monekynbl CD152 (CTLA4) npuBogMT K nMMdoageHonaTun, cnieHome-
rann AMMQOUAHON MHPWUALTPALMM OpraHoB M CMepTW. FoXoXue CUHAPOMbI Ha-
61110 4a10TCA B KIIMHUKE.

Y MbILei ¢ «HoKayTOM» reHa B7.2 (CD86 - Monekyna KOCTUMynsumMm Ha B-
Knetkax gns T-nMMGOULMTOB) NOAABMEH FYMOPa/bHbIA U KNETOUHbIA MMMYHUTET.
Mpn gedekte CD40 (peuentop B-kneTok gns ctumynaummn T-AMmgoumToB) yrHeTa-
t0TCA pasBuTue TX 1, CMHTE3 MHTEpdepoHa-y, NJ1-12, 0TBET Ha 6eMKOBble aHTUIEHbI.
Moxoxuin athchekT nonyyveH npu gedekte CDAOL Ha T-nmMmdounTax, MOMEKYbl,
BanmogeincTeaToweli ¢ CD40. Y yenoBeka AeeKT B3aMOAENCTBWIA 3TUX MONEKYN
npuBoauT K runep-lgM-cuHgapomy.

Mpn OTCYTCTBUM reHa MMMGOTOKCKHA - a (LT-a) Yy MblLLei HapyLLeHO pas3Bu-
THe MMMAONAHLIX OPraHoB: OTCYTCTBYIOT NIMM(OY3/bl, NeliepoBbl GNALLKKN, YIHETEH
CUHTE3 aHTUTEN, HO UMetoTCs T- 1 B-numdouuTsl.

C [pyroi CTOpPOHbI, MbIlWK C AeteKTOM reHa WJ1-2 BbDKMBAIOT, a 'y yesioBeka
pasBuBatoTCA T-KNeTOuHbIA V[, AUCUMMYHOrN06YyIMHeMUs, reMonUThYecKas aHe-
Mus, aHTepokonuTbl. dedpuuntbl IgA nmm 1gG4y niofeli MOryT He UMeTb KIMHWYe-



CKMX MocneacTBuiA. OAHako nNpu HebnaronpuATHLIX ycnoBusx geduumt IgA, oco-
6eHHO ero CeKpeTOpHOro BapuaHTa, MPUBOAUT K PasBUTUIO PELUAVBUPYIOLLNX WH-
(heKLMiA cnn3ncTbix 060104ek. Mo3aToMy nabopaTopHOe BbISABEHNE CHUDKEHHOIO Mo-
KasaTens CW He gaeT 0CHOBaHWi CTaBUTb AMArHO3 UMMYHOAEPULNUTHON 60Me3HN, HO
[OMKHO CNY>XUTb OCHOBaHWEM NS AUCMAHCEPHOro HabnaeHus, 0c06eHHO Npy Ha-
YUK faXKe HEMHGEKLMOHHBIX 3a60/1eBaHNA.

MepBuYHble V[, 06bIYHO BPOXAEHHbIE U FEHETUYECKM 0OYCMOBMEHHbIE, MPO-
ABNAKOTCA Y>Ke B paHHeM AeTckoM Bo3pacTe (Ballow, 2003). YactoTa nepsuyHbIX [,
cocTaBnsieT npumepHo 4,5 Ha 10000 HOBOPOXAEHHbIX, WM 24,9 Ha 1 MAH geTel
(Metpoe P.B., OpapoBsckasi M.B., 1988). OgHaKo WX 3HaUMTeNbHO 6OJbLUE, YeM Au-
arHoctupytot. Bo-nepBbix, He Bce M3yyeHbl (M3BecTHO 6onee 100 M) v Tonbko 3a
nocnefHne rofbl ONUCAHO HECKO/IbKO [AECATKOB HOBbIX MMMYyHOAehuuuToB. Bo-
BTOPbIX, JaXe U3BECTHble V[l He AMarHocTupytoTcs u3-3a cnaboctTn MMMYHONOrnYe-
CKOI cnyX6bl, HeOCTaTOYHOM OCBEAOM/IEHHOCTU BpaYeld, B NepByto oyepedb neam-
aTpoB, AOCTATOYHO CNOXHbIX METOA0B AnarHoCTKW. B EBpone ¢ [ B cpegHem 3a-
peructpupoBaH 1 6onbHOM Ha 96000 HaceneHwsi, Torga kak B LUeeuun 1:10000, B
LLseiyapum 1:12000. Micxoasa U3 faHHOR YacToTbl, B MOCKBE AO/MKHO ObITh HE Me-
Hee 1000 60nbHbIX, B Poccun He meHee 15000 (Pe3Huk, 1998), a B benapycu - He
MmeHee 1000. AuarHoCTMKa U3BECTHLIX MepBUYHBIX V[, OCHOBbIBAETCSH Ha 0CO6EHHO-
CTAX K/MHWUYECKUX MPOSBMIEHWIA, TaK KakK 60MbLUMHCTBO UMEET XapaKTepHble CUM-
NTOMbI W ONpefieNneHHble acCoLMMPOBaHHbIe NpuU3Haku. JlabopaTopHas AuMarHocTuka
3TOr0 UMMYHOZLE(ULMTHOrO BapuaHTa NPOBOAMTCA MyTeM OLEHKW UMMYHHOTO CTa-
Tyca 1 3aBUCUT OT MpeAnonaraeMoii okanm3aumm aetekra.

MHorue nepsuyHble V[, 06ycnoBneHbl MyTaumaMu B X-XpoMOCOMe: aramMmar-
nobynuHemus, runep-lgM cvHAPOM, TSHXKENbI KOMOMHMpoBaHHbIA WV, (TKWA),
cuHApoM BuckoTT-Ongpuua, XpoHUYeCKas rpaHynemMatTo3Has 601e3Hb, MMdonpo-
nundhepaTuBHbIV CUHAPOM, eUUUT NponepanHa 1 ap.

Bce nepBuyHble V[, aenaT Ha cnefytowme rpynnbl: 1) HeAOCTaTOUYHOCTb IUM-
thomgHoi cucTembl: a) B-KNeTOYHOro 3BeHa WMMyHUTETA W aHTuTen; 6) T-
K/IeTOYHOrO 3BEHa WMMYHUTETA; B) KOMOMHMPOBAHHAs HeAOCTaTOYHOCTb 060MX
3BEHbEB; 2) AeuumnTbl harountos; 3) AeuunNT PaKTOPOB KOMMNIEMEHTA; 4) KOMOM-
HUPOBaHHble UMMYHOAE(ULUMTLI, BKItOYatoLWMe HeAoCTaTOYHOCTb  HECKOMbKUX
3BeHbEB CU 1 CTBOMOBBIX K/IETOK.

OCHOBHOM NpUYMHOW NepBUYHbIX W[ cnyxaT MyTauuu COOTBETCTBYHOLLUX
reHoB (Puck, 1998). MatoreHe3 N/, cTaHOBUTCS AICHLIM MOCAE BblAENEHUS FeHa Un
rpynnbl reHOB, OTBETCTBEHHbIX 3a ero pa3suTue. MHorve nepsuuHble U/, sensioTcs
NONUreHHbIMW CUHAPOMAaMK, 06YCNOBMEHHbIMU AeeKTaMU reHOB, HaXO4ALMMUCA B
pasHbIX XpomocoMax. Peructpbl V[, cocTaBnsemMble B pasHbIX CTpaHax, Mo3BONs0T
OLLeHMBaTb MX YacCTOTY M pacnpocTpaHeHHOCTb. OTcyTcTBUE B cTpaHax CHI™ gocTa-
TOYHO Pa3BUTON MMMYHOMOTMYECKOW CMYXObl, a TakKe MHOroobpasue ¢opm, Bapu-
aHToB W /1, HeACHOCTb CBA3W C AetheKTHbIM FreHOM, YacTo OCTaBASAKT KX 3a «60pTOM»
MMMYHONOMMYECKOro AnarHosa, 06bIYHO OHM YYMTBIBAIOTCA Kak KIMHUYecKue ¢op-
Mbl XPOHUYECKON MHDEKLIWN.



MmMyHogehMuMTHbIe 60/1€3HN NMMADONLHON CUCTEMbI

VIMMyHOZe(MUMTBI IMMGONAHOW CUCTEMbI FPYMMNMPYIOT MO OCHOBHbLIM CUH-
[poMam 1 NposiBIEHUSM.

C yuyeToM MexayHapofHol knaccugukaumm 6onesHein (10-e mnsgaHue, 1992),
MO0 KOTOPOM AaHbl WW(PbLl, Mbl MPUBOAUM AOMOMHEHHbIA BapuaHT OMUCaHWUs
nepBuYHbLIX UMMyHogedmunToB no Hosukosy [.K., Hosukosoinr B.A. (1996),
LMTVPOBaHHLIN B nuTepatype (Kapaynos A.B., 1999).

D80 —MmmyHogethmumT ¢ npeobnagaHnem aeeKToB aHTUTEN.

D80.0 - HacnenctBeHHas runorammariobynmHeMums.

/. AyTOCOMHO-PELIECCHBHBIN TUM araMmarnobynmHemmy (LIBEALAPCKWA Tum).

O6LLMe Npu3HaKW: NOAHOE UK YaCTUUHOe MopaxeHue B- n T-cuctembl. Vime-
eTca AeheKT Co3peBaHUs KOCTHOMO3IOBOM 1 IMM(OMAHOMN CTBO/MOBBIX K/IETOK.

OueHka uMMyHHoro cTaTyca (OUC): numdoneHuns, pe3koe CHUKEHUE UMMY-
HOrno6yMHOB BCEX KNaccoB B KPoBU (MeHee 2 r/n): 19G<2 r/n; 1gA, 1gM<0,02 r/n,
yMeHbLUeHre B kposu 0019% CD20*, CD21#, CD22*, CD72" n UMMYHOrno6ynunH-
HecyTumx B-numdounToBs (<1%).

KnuHuka: npossnsieTca y feTeld Ha 2-3 MeCALE XKU3HW, 3M10KaYECTBEHHOE TeYe-
Hue; BakuuHauma B1DK npuBoAUT K BakUWMHWW, OUCCEMMHALMMW W TeHepaim3auuu
npouecca, YTO 06YC/IOBNMBAET NleTa/lbHbI/ UCXO[, B MEPBble MECALbl XMW3HU; OCTa-
HOBKa pOCTa ¥ pa3BUTUSA PebeHKa; TSXKEble PELMANBUPYIOLLME VHADEKLMN, NPEUMY-
LLIECTBEHHO C MOPaXKeHMeM BPOHXONEro4HOW CUCTEMbI, MULLLEBAPUTENILHOMO TPaKTa,
cercuc; fepmaTuT B BUe apuTpogepmumn JleiiHepa, aKChonmaTMsHas apuTpoLepMms
PutTepa.

MaTonoroaHaTOMUYECKIE NPU3HAKN: MHOXECTBEHHbIE HEKPO3bl KOXW C BOC-
NanuTenbHON UHPLLIbLTPAlLEN; AMCLIXa3Us BUSIOUKOBOM XKenesbl: PeTUKYN03HAO0Te-
NI HefopasBUT, TUMWYECKME Tenbla OTCYTCTBYHOT MW €AUHUYHBIE, KOPKOBbIA U
MO3rOBOV C/OM He OMpefenstoTCs; BblpaKeHHas AUCnasus AMMQOUAHON TKaHW:
(hONNMKY/bl He pasBWTbl, 301 B AUMQOY3ax He pasnuuumbl; AeUUUT 3penbixX
NMMQOLUTOB, HO GOMbLLIOE KOIMYECTBO HE3penblX, CXOAHbIX C iumdobnactamu; oT-
CYTCTBYIOT M/1a3MaTUUECKME KIIETKU; CeneseHKa ymeHbLUeHa B 5-10 pas.

1. CuenneHHas ¢ X-xpOMOCOMO¥A arammarnobynnHemMusi ¢ aeduuyToM ropmo-
HapocTa- 6onesHb bpyToHa

VicTopuyeckuin cnywwaii araMmarnobyiMHeMUmn y YeTbIpex/ieTHero Maibumka,
KoToporo Habnogan Bruton, no ero e MHeHuto (UnT. K.-A. TumnHep, 1979), Bo3-
MOXXHO, 6bln1 He BPOXAEHHbIM, a NMPUOGPeTEHHbIM 3a60/1eBaHMEM, TaK Kak Mafbuuk
3a 6 MecsiLeB [0 3TOro MepeHec KOpb, NMOCNe Yero y Hero B 4 roga CTa/iv BO3HUKATb
4acTble MHEBMOHUW Y MEHUHTUTBI; U3 KPOBU BbICEBASIN NMHEBMOKOKKMU, & B CbIBOPOTKE
He BbLUO aHTUMHEBMOKOKKOBbLIX aHTUTeN. ocnie 3nekTpoopesa CbIBOPOTKM KPOBU
Ha annapate Tu3enuyca 6bu0 06HapPYXXEHO OTCYTCTBUME Y-INM06GYNMHOB. BOMbHOM Mo-
Nyyan no 20 MN KOHLEHTPUPOBAHHOMO Y-rnobynnHa 1 pas B Mecsy, 1 B Bo3pacte 25
NeT OH MPOAO/MKan NPUHKMMaTL No 60 M y-rnobynnHa 6e3 O0CNOXHEHW, paboTan,
4yBCTBOBa/1 CebA XOPOLLIO.

MexaHu3M: 60Mel0T MafbumMKK, TaK Kak M3-3a MyTauuu reHa Btk B KOpoTkom
Lwreye X-XpomMocombl B nokyce DXS17, B no3unummn Xq21.3-Xg22 HeT TUPO3UHKWNHA-



3bl, HEO6XOAMMOW AN CO3peBaHUs B-KNeToK, He DYHKLMOHUPYIOT CTPYKTYPHbIE re-
Hbl CUHTE3a UMMYHOTN00YNMHOB. MpoayKT Btk - uneH 5rc-cemeiicTBa TMPO3UracuHas,
KoTopoe BK/toYvaeT Lek, Fyn, Lyn, y4acTBYIOWMX B CUTHANIbHON TPAHCAYKLUMKN remo-
MO3TUYECKMX KNETOK. B B-KneTkax - BblCOKasi akTUBHOCTb reHa Btk, HO OH HeakTu-
BeH B T-kneTkax. M3BecTHbl 6o0niee 250 pasnuuHbIX MyTaxuw B reHe Btk. X-
cLen/ieHHas ranorammarniobyiMHeMmns ¢ U30MPOBaHHOM HeLOCTaTOYHOCTbIO COMa-
TOTPOMMHA OT/IMYaeTCs OT araMmarnodynnHeMun bpyToHa, T.K. He MEeT aHoMamu
reHa TUPO3MHKMHA3bI. XapaKTepeH PeLecCUBHbIA TUM HacnefoBaHUsA, CLENEeHHbIV ¢
X-XpPOMOCOMOA.

OWNC: y peTelr fo 4-9 Mec konnm4yecTso Ig HOpManbHOE 3a CYET MOMYUYEHHbIX
TpaHCMaLeHTapHO OT MaTepu; B KPOBU OTCYTCTBYHOT MK pe3ko (MeHee 200 mr/an)
CHMXEHO KonmuecTBo 1gG u IgA, cogepxxaHue IgM, IgE MOXET 6bITb B HOPME; HET
n1asMaTnyYecKnX KNeTok B IMMQONIHON TKaHU U CIM3UCTLIX 060/104KaxX, MHOr4a OT-
CyTCTBYIOT B-KkneTku, Hecywwe Ig n mapkepbl CD19-22; HepedKu HeilTponeHuw;
yactota BCTpeyaemoctTy 1:1000000. Bo3modkHa npeHaTasibHas [MarHoctTMka Yy
M/1040B MY>XCKOr0 nona.

KnuHuka: npossnsetcs Ha 1-3 rogy »XW3HW; CHUXKEHA Pe3nCTEHTHOCTL opra-
HU3Ma K MUOreHHbIM 6aKTepusam (CTaUIOKOKKM, CTPENTOKOKKW, Nasioyka UHMo-
€HLbl), MHOrAa - rpmbam. Yactbl 6pOHX0MEroYHble MHGeKUMKM (60% cnyyaes), CUHY-
CUTbI, OTUTbI, NMUOAEPMUK, TACTPOIHTEPUTLI, APTPUTLI. BO3MOXHbI OCTEOMUENUTBI U
cencuc. Pe3nCTEHTHOCTb KO MHOTMM BUpYCcaM HOPMasibHas, HO MOBbILLEHA YYBCTBU-
TeNbHOCTb K 3HTepoBMpycam ECHO, 4To NpMBOAMT K MEHUHIO3HLE(ANMTam 1 CUH-
[LpOMY [epMaToMMO3nra; HeT peakuuil umdoysnos (runonnasus) U ceneseHkn B
nepuoabl 060CTpeHUn npoLiecca, He 6bIBaeT afeHOUA0B, MMNONAasns MAHLAINH; He-
pesKy COYeTaHUs C aTOMMYEeCKON 3K3eMOW, annepMyeckum PUHWTOM, BPOHXM-
aNlbHOM acTMOIA.

MaTonoroaHaTOMUYECKME MPU3HAKM: B NepU(epUUecKUX opraHax CUCTEMbI
MMMYHUTETA OTCYTCTBYIOT 3apOfpbllLeBble LEHTPbl U Nna3MaTnyeckune KneTku, a B
MUHJ&/IMHAX 1 rPYNNoBbIX MMMAOUAHBIX ONNNKYNaX - XapaKTepHble CTPYKTYpbI; B
BWIOYKOBOM Xefe3e 0TMeYaeTCs paHHWIA XXMPOBOW MeTaMOP(O3 C HAKOMIEHNEM XK U-
pa B KNeTKax KOPKOBOW 30Hbl JOMeK; B AMM{OY3nax OTCYTCTBYIOT (OAUKYbI U
KOPTWKaNbHas 30Ha; niasmMaTnyeckue KNeTKW He BbISBAAIOTCA B IMMGONLHON TKaHN
1 CAN3UCTBIX 0000YKAX.

[na npoumnakTmky peumanBoB MHMEKL M He06X0AMMA NOCTOSAHHAs 3aMeCcTy-
TeNbHas Tepanus BHYTPUBEHHbIMWU WMMYHOrN06YNMHaMU U MOAAEPXaHWe YPOBHSA
IgG He meHee 4 r/n. B peXume HacbIWEeHNA UCMONb3YHT BHY'TPTEHHbIN Ig B A03e
0,1-0,2 r/kr 2 pa3a B Hegento (fo 1,5 r/kr/mecsl); HaTUBHYHO Nnasmy 2 pasa B Hefge-
o no 15-20 ma/kr (120 ma/kr/mecsy). Ana noagep)kmsatowleli Tepanun Ig BHYTpu-
BeHHo no 0,1-0,3 r/Kr/mecsil, 04HOKpPaTHO; HaTMBHas Nnasma - 15-20 ma/kr 1 pa3 B
mecsal,. [py 060CTPEHUN UHGEKUUN - aHTUOMOTUKK, CaHaums 04aroB WH(eKUmu;
MMMYHOMOZYNATOPbI Maioa(eKTUBHbI, BakLMHALMA MPOTMBOMOKa3aHa. B auydae
BaKLMHALMW XXNBOW MONMOMUENNTHON BaKLMHOW BO3MOXHO pa3suTue 3aboneBaHus
(Chapel, 1994).



ArammarnobynmHemus. KnuHuueckuin npumep.

N.B. Manbumk ot LU dumsmonornyeckoii 6epemeHHocty, Il pogos. CbiH OT
MepBbIX POA0B CTPaAas MOBTOPHLIMW MHEBMOHUAMMW, MEHUHIUTAMW, OCTEOMUENUTOM
1 ymep B Bo3pacTte 5 feT 6e3 MMMYHOIOrMYecKoro guarHosa. Macca Tena npobaHia
npu poxxgeHun 3400 r., anvHa 51 cm. Haxoguncs Ha eCTeCTBEHHOM BCKapMvMBaHWM
f0 1r. 2 mec. MpuBrBancs No BO3pacTy 6e3 OCNOXHEHWA. Ha nepBOM rofy XU3HK
passuBanca HopManbHO. Hauan nocewiatb AeTCKWil konnekTvs ¢ | T 3 mec., cpasy
3a60nen NpaBOCTOPOHHEN NMHEBMOHWEN, MOC/e Yero Ao 4-x feT BOCMUTbLIBACA fOMA.
Heckonbko pa3 nepeHec OPBW. B 3 r 8 mec. nosBu/CS y4acToOK anoneuun Ha rono-
Be AvaMeTpom | cM, KOTOpbIA Mcue3 nocne 2-X HeAeNlb MEeCTHOro feveHnsi. B 4 1 5
MecC. pebGeHOK NepeHec SIEBOCTOPOHHIOKD MHEBMOHWIO, KOTOpas NpUHsANa peuuamnsm-
pytoLee TeueHrie. B 3TOT nepuog Brepsble OTMEYeHbI AB/IEHWSA apTpUTa MpPaBoro Ko-
NEHHOro cycTaBa, a NnosfgHee - 060MX KOfileHHbIX CycTaBoB. BO Bpemsi ouepegHoi
rocnuTanmsauum B Bo3pacte 6 feT OblUa BbisiBNEHa arammMarfiodynuHemums. Mposo-
Aunacb  3amecTuTeNbHas Tepanus UMMYHOrN00Y/IMHOM, O4HAKO, B HEAOCTATOYHOM
nose (0,5 mn 5% pacTBopa Ha Kr Maccbl Kaxgple 2 Mecsiua). Mo nosogy apTpuTa no-
Nyyan Hecneumuyeckyto NPOTMBOBOCMA/IMTENBHYIO U FOPMOHA/bHYHO Tepanuio,
6e3 ahtpekTa. Mocne MOBTOPHLIX FMNEPTEPMUYECKMX peakuuii Ha BBeAeHWe UMMY-
HornobynuHa npenapat Obll 0TMeHeH. C 3TOr0 BPEMEHW MOCTOSAHHO COXPaHs/INCh
BIXKHbIA Kallesb, NPUMyxnocTb, 60/b 1 OrpaHUyYeHne ABUXEHWUI B KONEHHBIX CYC-
TaBax.

B Bo3pacTe 8 neT 60/1bHOI BbI FOCMMTAIU3MPOBaH U B pe3y/bTaTe KIMHUKO-
NabopaTopHOro UccnefoBaHns Bbll  YCTaHOBMEH AuarHo3: X-CUenjeHHas araw-
MarniobynuHemus. [JBYXCTOPOHHMWIA XPOHUYECKUIA 04aroBblii TUNOTPOUUECKINIA 3H-
[O6POHXUT 1 cTeneHW. J1IeBOCTOPOHHAS XPOHUYeCKast MHEBMOHMA B (hase peMUCCUM.
[BYXCTOPOHHWIA XPOHWUYECKMIA THOVHBIW raimopuT. PeBMaTomgonofo6HbIli apTpuT.
3aiepKa (Pr3nYecKoro passuTus.

Mocne neyeHns (puc. 2) 1 BbINUCKM M3 CTaumoHapa pebeHokK, B TedeHue | roga
MPOLO/MKAN NONYYaTb EXXEMECAUYHYIO 3aMECTUTENbHYO Tepanuio HaTUBHOM N1a3MON.
Ha aTom doHe 060CTpeHNsi 04aroB XPOHNYECKOW MH(EKLMN He 0TMEYanoch.

CvMMTOMBbI, NeyeHune [Hun rocnutanmsauum
1-i 5-i 10-n  15-"  20-n  25-i  30-h  35-i

ApTput I .
BnaxHble Xpunsbl LI . o o e

® 000000 0 00 o o e & o o 0 o
Kawenb -
AHTUONOTUKM aaaaaaaaaaaaaaaaaaaaaaaaaaaaaaaaa
HatusHas nnasma 500 ml + + +
MmmyHornobynuH 4,5 ml Fekkk

Puc. 2. AnHaMmmnKa KNMHNYECKOrO COCTOSHUSA 1 eveHnst 60nbHoro J1.B.
[wnarHos: arammarnobynmHemms
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D80.1 —HecemeliHasa runorammarniobynnHemums

FmnorammarnobynnHemuns 6e3 4OMONHUTENbHBIX YTOUHEHUI

MexaHu3M: HecnocobHOCTb B-AnMGOUMTOB TpaHCHOpMUPOBaTLCS B M1a3Mo-
LMTbl, NPOAYLMPYIOLLME UMMYHOTI06YNHLI. 3aBUCUT OT HapyLUeHWin anddepeHuy-
POBKM Ha 6ofee paHHMX 3Tanax, Yem npu 601e3HN bpyToHa, reH Btk HOpManbHBbIN.
BcTpevatotcs y gesodek. MHoraa umeeT gegekt BLNK (8bB-65)-KneTouHoro nH-
KEpPHOro UM afanTopHOro 6e/ka, y4acTBYHOLEro B aKTMBaLMy paHHUX 3TanoB COo-
3peBaHus B-KneTok, B Apyrux cryyasx Haxof4aT MyTauuu reHa peuentopa lga (Bal-
low, 2003).

OUC: T-numdounTbl HOpMa/IbHbIE, AePULMUT B-AMMGOLNUTOB, OHU He pearu-
PYIOT Ha CTUMY/IALMIO U HE CEKPETUPYIOT UMMYHOT 106y NHBI.

KnuHuka: peupavsupytowine MHMEKUMN AbIXaTesbHbIX MyTeR, KULIEUYHUKA,
KOXW; TUMOMETa/Ins; YacTble ayTOMMMYHHbIe 3a60/1eBaHUA. TaKTMKa AUarHOCTUKM 1
NeYeHVs Kak 1 MpefblayLLero.

D80.2 - CenekTUBHbIA gemynt uMMyHornobynuHa knacca A (IgA)

Jdedbununt IgA accoymmpoBaH ¢ rannotunamu: HLA-DR-DQ (DR3-
DQA1L)(*)0501-DQB1(*)0201, DR7-DQA(*)0201-DQB1(*)0501D w#u  DR1-
DQA1(*)0101-DQB 1(*)0501

MexaHusm: B-numdouuntbl He guddepeHumpytotea B IgA-cekpeTupytoLme
KNeTkn n3-3a: gedekToB B Xpomocome 18, getekta CD40 Ha B-kneTkax ¢ nopaxe-
Huem cekpeumn IgA; 1) BbipaboTkn aHTN-IgA-aHTWUTenN; r) HeAOCTaTOYHOCTW LMTO-
kuHos (UJ1-10, TOPp u gp.).

OWNC: HabntogaeTcst oTcyTcTBUE MK HM3Koe (Hke 70-50 mr/gn) copepxaHue
IgA B KpPOBU 1 B CEKpPETax NMpu HOPMa/lbHOM W/IM MOBbILWEHHOM ypoBHe IgM 1 IgG B
KpoBu. Yactota cpegu B3pocabix 1:500 (1:100 - 1:800). ¥ 76% 60/bHbIX
BbIABNAKOTCA  aHTU-IgA  aHTWTena, OCOOEHHO nNpW  HaIMYMM B aHamHese
aHa(hMNaKTUYEeCKMX peakuMili Ha nepenvBaHue KPoBW. Y 4yacTu 60MbHbIX AehuumnT
IgA couyeTaeTcs ¢ LeuUMTOM HEKOTOPbIX Cybknaccos 1gG.

KnuHuka: BpeMeHHO MOXET OTCYTCTBOBaTb, O6OCTPEHMS WMHM(EKUUU MOryT
BO3HWKHYTb MOCMe npuemMa fieKapcTB:  (heHUTOMHa, CynbacanasvHa, D-
neHuumnnamvHa. Hepefku coveTaHus ¢ aTakcueli-TeneaHr MoskTasvei, ¢ runep IgM;
ayTOMMMYHHbLIMW W1 anfiepruyeckuMun 3abonesaHuaMU (6poHXManbHas actma y fe-
Tell, Pe3NCTEHTHasA K Tepanuu, aHaunakTUYECKMe peakLvu); BOIMOXHbI AepULMT
MMMYHUTETa CIM3UCTbIX 000/104€EK, HapyLUeHNe KULLEYHOrO BCacbliBaHUSA U pasBuTHe
cUHApoMa manbabeopbummn (PymsHues, 2001), raiiMopuTbl, MHEBMOHUW, NAMOINO3
KMLLIEYHMKa, Y310Bas runepnnasvs MMMQOUaHON TKaHW.

OCHOBHOW A1arHoCTUYeCKUn KpuTepuid - aeduuut IgA.

MaTonoroaHaTOMUYECKME MPU3HAKW: PaHHSS XXMPOBas TpaHChopMaums B BU-
NOYKOBOW Xere3e.

[na neyeHns B OCTpbIi Nepyrog UCNONb3YIOT aHTUOMOTUKM, KYNUPYHOLLMe UH-
thekuuo. B pemuccum ¢ NpoTMBOPELMANBHON LieNbio NPUMEHSIOT UMMYHOCTUMY/IS-
LMIO C LENbIo YCUNeHUs OPYrnx 3BeHbEeB CUCTEMbI MMMYHWTeTa. HasHayaroT nosm-
KOMMOHEHTHble BakUWHbI (pMOOMyHUA, BPOHXOMYHan v Ap.), IMKONWA, MOSMOKCK-
[OHWIA, HYKMeUHAT HaTpus, (UTOMMMYHOMOAYNATOPbI, BUTAMUHHbIE U MUKPO3ne-



MEHTHble KOMM/EKChbl. 3aMecTUTeNbHas Tepanus ¢ NMoMoLLblo IgA He nokasaHa, T.K.
Ha Hero BblpabaTbIBalOTCA aHTUTeNa.

CenekTVBHas HefOCTaTOYHOCTb CEKPeTOPHOTO KOMMOHeHTa IgA Moxet
6bITb NPUUYMHOI OTCYTCTBMA IgA B CeKpeTax, CONPOBOXAAETCH MH(EKLUAMN CANU3N-
CTbIX 060/I0YEK - PUHUTBI, BPOHXMTBI, XPOHMYECKas Auapes; BCTPeYaeTCs Takxe Y
[leTeii ¢ CMHAPOMOM BHE3arHoi cMepTy.

D80.3 - CeneKkTMBHbIN geguumt nMMmyHornobynnHos knacca G (IgG).

Jedununt ogHoro nam Heckonbkux cybknaccos IgG. Yposuu IgA v IgM moryT
6bITb NoBbIWeHbI. Mpu geduumte 1gG2 1 1gG4 MelOTCA pecnupaTopHble, 6POHXO-
NeroYHble MHQEKUWUN, OTWUTbI, BbI3BAHHbIE MHEBMOKOKKOM, MafoUuKOW WH(AIOEHLbI;
annepruyeckue 3abonesaHns; HepeaKn codeTaHus ¢ geuumtom IgA. Oedmunt 1gG4
6blBaeT 6eCCUMTOMHbIM. TaKTMKa LMarHOCTUKK U iedeHuns cM. D8O.0.

Bo3moxKeH u3bupaTenbHbIA LeduUUMT aHTUTen onpefeneHHoro cybkiacca.
Oednunt 1gGIl - npuunHa YyBCTBUTENBHOCTU K PC-BMpYCY U pa3BUTUA GPOHXMOMN-
Ta y petei. Oedmunt lgGs-aHTHTen noBbilleHa 4yBCTBMTENbHOCTb K Moraxella
catarrhalis - npuymMHa XpOHNYECKNX raiMOPUTOB M CUHYCUTOB.

Ponb cybknaccos 1gG B UMMYHUTETE M €ro NatofiorMmy HeOLHO3HaUYHa YXKe Mo-
Tomy, 4uto IgGl un 1gG2 cBA3bLIBAOT KOMMMEMEHT W MPUCOeAMHATCA K Fc-
peLenTopam HenTpoguIoB U MOHOLMTOB, a 1gG2 cnabo akTUBMPYET KOMMIEMEHT, HO
cBA3bIBaeTCA, Kak 1 1gG4 ¢ peLenTopaMu TyUHbIX KNETOK. AHTUTeNa K nonncaxapu-
fam 1 Kapborugparam 06bI4HO - 1gG2, a K 6enkam - 1gGl 1 1gG3.

C nepBuYHbIMK feduumTamy aHTUTEeN MOXET ObITb CBA3aHa pasnuyHas narto-
norusa (Chapel H.M., 1994), HepefKo OTHOCUMas K 0bLieMy BapuabenbHOMY UMMY-
HOLe(ULNTY: pPeLunanBUPYIOLLME CUHYCUTBLI, BPOHX03KTas3bl, MULLEBAs 3HTeponaTms,
KOMUT, aHEMUW, CENTUYECKAsA U XPOHUYECKas apTponaTuu.

Dedununtol 1gG-aHTUTeN. MpuunHoii M, MOXET CNYXXWUTb HEAOCTaTOYHOCTb
aHTUTeN MNPOTMB NOMMCaxapuAoB MHEBMOKOKKOB, MEHWUHTOKOKKOB M FeMO(UIbHOM
nanoykn (Ambrosino D.M. et al, 1987, Sanders Z. et al, 1995, Chapel H.M., 1994). ¥
B3POC/bIX W feTel UMMYHUTET K HM 3aBUCUT OT IgG2-aHTHTen, a ux geumunt npu-
BOAMT K PeLManBMPYIOLLUM MHADEKUMAM (PUHOCUHYCUTBI, MHEBMOHMM), NpaBaa He Yy
BCEX UL, Y feTeld C peuuamBmpyOLLIMMM CUHYCUTaMU M OTUTaMy OTMeYeHa Heaoc-
TaTo4YHOCTb 1gG3 1 aHTWUTeN Ha MHEBMOKOKKOBYIO BakUuHy (Shapiro G. et al, 1991).
Mpu atom yacTo BoisnsAncs, H. influenza, Sir. Pneumoniae, Moraxella catarrahalis,
a IlgG-aHTuTEN He BblNo, HO Y YacTu AeTelt BbiBnAAMCL IgE-aHTUTENa U BblIn Noso-
XUTENbHbI KOXHbIE NPO6bl Ha MHraNsLMOHHbIE annepreHsl, T.e. Npu geduumte 1gG-
0TBeTa, B YacTHOCTM IgG3 - ycunmBaeTCs pUCK annepruu. JeduumT aHTUTEN BCTpe-
YaeTca Npy pasnnUyHbIX NepBUYHbIX M MMMYHOrNo0OY/IMHOB: aTakcuW - TefeaHrmo-
3KTa3nm, cMHapoMe BuckoTT-Ongpuya, o6uieil BapuabesbHOM runoraMmmariodynm-
Hemuu.

OnucaH 6onbHoli (Ambrosino D.M. et al, 1987) ¢ HOpMa/bHLIMU NOKa3aTens-
MW UMMYHHOTO cTaTyca 1 60/1bLUNHCTBA UMMYHOr106ynnHOB (1gG - 917 Mr%, IgA -
171 mr%, Ige - 1,4 LW, IgGl - 860 mr%, 1gG2 - 203 mr%, 1gG3 - 20 mr%), a ypo-
BeHb IgM Obin NoBbILWEH - 346 Mr%), HO OTCYTCTBOBaIM aHTUTENA K Mosmcaxapuiam
6aKTepuiA, N UMENCst XPOHNYECKMIA raiMOPUT, CUHYCUT W PeLMANBLI MHEBMOHMWIA.



Jeununtbl aHTUTEN K NoAncaxapniam coYeTannch ¢ HopMasbHbIM OTBETOM Ha
6enkoBble aHTUreHbl y geTeid (Knutsen P., 1989, Sanders Z., 1993). MNocne nx nmmy-
HM3aLUMn NOMMBANEHTHON MHEBMOKOKKOBOWN BakKLUMHOW Y 60MbHbIX C AeduumMTOM OT-
BeTa Ha nonucaxapuibl OTCYTCTBOBA/IM aHTUTENA, TOr4a Kak Ha 6e/KOBble BaKLMHbI
-OANTEPUIAHBIA N CTONOHAYHBIA aHATOKCWMHBLI OTBET OblN HOPMabHLIA (Sanders Z.,
1993). Mo-BMAMMOMY, CYLLEeCTBYeT TO/epPaHTHOCTb K Monucaxapuiam, 4To u oby-
CNoBAMBaeT AenuUMT aHTuTen. OAHaKo Hepeako AeUUMT aHTUTeNn codeTancs He
ToNbKO ¢ 1gG2, HO 1 ¢ IgA 1 gpyrumum Ig.

CnefoBaTeflbHO, CYLLECTBYIOT pasHble BapuaHTbl AePULNUTOB aHTUTEN K NOAu-
caxapugam b6akTepwi:

- CBfi3aHHble C HegoCcTaToYHOCTbIO 1gG2 nnm 1gG3, T.e. C CMHTE30M 3TUX U30TU-
nos lg;
- He CBf3aHHble C 3TUMM cybKaccamu, a 00yCnoB/IEHHbIE TOMbKO AeEKTOM aH-

TUTeNoo6pasoBaHus.

D80.4 - CeneKTUBHbLIN AeUUAT MMMYHOTrN06ynnHoB knacca M (IgM)

CHmxeHo cogepxaHue IgM, nokasaTenu KNeTOYHOro UMMYHUTETA BapbuUpyLOT
OT HU3KMUX [0 HOPMa/bHbIX. C paHHero BO3pacTa - PeLuavBUP>TOLLME MHDEKLMN
(cTathnnoKoKKOBas NMMOAEPMUS, MEHWHITOKOKKOBas CENTULIEMUS, S3BEHHbIA KOMUT C
LMTeNbHO anapeeid).

OCHOBHOI KpuUTepuil AMarHoCTUKK - ypoBeHb Ig. Bo3mMoXKHa 3amecTuTeIbHas
T IgM.

D80.5 - NMMyHOAe(pUUNT C NOBbILWEHHbIM YPOBHEM WUMMYHOIN06yNnHa
M (IgM) - cuHgpom runep-IgM.

MexaHn3m: aedekT reHa Xq26.3-27.1 ¢ TpaHCBepCUei B KofoHe 257, UTo npu-
BOAWT K 3aMeHe IMMLMHA Ha acraparuH, Y4To CAYXWUT npuumHoi aepuunta CD 154 T-
numdoymntos, nuraHga ana CD40 B-knetok. MoaTomy OTCYTCTBYET auddepeHun-
poBka CD40™ B-nMGoLMTOB - OHWU NPOAYLMPYIOT TOoNbKO IgM, 4To CBA3aHO C Ha-
pYLLEHVEM WX U30TUMHOIO Nepek/oyeHns npu B3anmogeincTeumn ¢ CD 154 Moneky-
noin T-numdoumtos (Urohen et al., 2000).

OWNC: oTcyTCTBYET UM HU3KUIA yposeHb IgA (meHee 0,05 r/n) n IgG (meHee 2
r/n) Npu MNOBbIWEHHON KOHUeHTpauun (6onee 3 r/n - go 14 r/n) IgM, cHuXeHa
aKTMBHOCTb TX MW (harounTos. B-numdoynTbl umetoT deHoTun IgDACD27¢ n
IgD"CD27", a KonuyecTtsBo B-kneTok namaty - 1gD'CD27” pe3ko CHUXXeHO, MMeroTCA
ayToaHTWUTeNa NPoTUB 3PUTPOLUTOB, TPOMBOLMTOB, MALKUX MbILLL, 1 Ap.

OrtcyTcTBMe B3aumogeictans CD40 n CD40L (CD 154) npu X-cuensieHHOM
BapuaHTe runep-lgM cuHgpoma He BavsieT Ha AuddepeHumposky T-x1 (MH®-y,
®HO-a) n T-x2, cuHTEsmpyowmx WJ/1-4, HO nNOBbIWAET YYBCTBUTENbHOCTb K
BHYTPUKNETOUHbIM 6aKTepusiM (MHeBMOLMCTaM, KpUNTOCMOPUAMAM 1 4p.).

KnnHuka: noBsbileHa YyBCTBUTENbHOCTb K GaKTepuasibHOW 6pOHX0-N1ero4HoN
M KWLLIEYHOM WH(eKUMM; MHeBMouMcTaM, Kpuntocrnopuauam (PesHuk W.B. u ap.,
2001), rynepnnasus MUHZANMH U NMMGOY3/NO0B; HEPeaKU ayTOMMMYHHble 3a60/1eBa-
HMA NOYeK M KPOBU (annacTuyeckas M reMonuTUYECKas aHemuu); 3po3vBHbIA PA,
XapaKTepHbl TPOMOOLMTONEHNS, HEATPONEHNS. TPUHLMNLI AMArHOCTAKN U NeYeHNs
cv. D80.0. Ana 3amectutensHoit T npumensatoT 1gG B/BEHHO C Lenbio nogaepka-
HWA ero YPOoBHS BbiLLe 2 /11 1 CHMXXeHMA IgM.



MaTonoroaHaToOMUYECKMe NPU3HAKW: NUMGOY3/bl HE UMEIKOT 3apOofblLleBbIX
LIeHTPOB; KO/IMYECTBO NasmMaTUYeCcKmnX KIeTOK, npodyumpyowmx 1gG u 1gA, pesko
CHWXKEHO; BMJIOYKOBAA XKefle3a MOXET ObITb rMMepniasvpoBaHa; NPeXaeBpeMEHHI
XKMPOBOI MeTaMop(o3; B KOCTHOM MO3re UMeeTcs 3aflepXKKa CO3peBaHus MUenons-
HbIX 3/1EMEHTOB, OT/IMYAIOLLUXCA HU3KOW (haroLMTapHOi akTUBHOCTBIO.

MvnepummyHornobynuHemmus D (IgD) Kak camocTOATeNbHbIA CUHAPOM CO-
NMPOBOX/AAETCA MEepUoAnNYEecKoli nuxopagkon o 38,9°C, yBeNMYeHWEM YpPOBHEN
®HOa, WUJ1-ip, N1-6 B KpOBM 1 HEONTEPMHA B MOYE.

D80.7 —T paH3uTOpHasa runorammarnobynmHeMums AeTCKOro Bo3pacTa.

MepeHoc 1gG oT MaTepy K N1o4y NPOMCXOAMUT rNaBHbIM 06pa3oM B KOHLE 6e-
PEMEHHOCTM, NO3TOMY Ae(uUMT |g OTMEYaloT Yallle BCEro Yy HeJOHOLUEHHbIX AeTeiA.
B Hopme ypoBeHb 1gG y HOBOPOXAeHHBIX (3a cueT 1gGl n 1gG3) 6/1M30K MaTepuH-
cKoMmy, umetotcs cnefbl IgA n IgM. Katabonnam matepuHckux 1gG nponcxoguT 6bl-
CTpee, YeM NPOAYKLMA COGCTBEHHbIX, NO3TOMY Y AeTeld 4-6 Mec ypoBeHb 1gG 06bIu-
HO NOHWXeH (4-6 r/n). OAgHaKO yXXe K rogy OH 06bl4HO 6/1M30K YPOBHHO B3pPOC/bIX (8-
10 r/n). Bce e ypoBeHb 1gG2 06bIYHO OCTAETCA MOHVDKEHHBIM 40 Neproja rnonoBo-
ro cospesaHus. OfHaKo NMpwW JaHHOM CUHAPOMeE Yy feTei 1-5 neT CHUXEHO cofepxka-
Hue 1gG (meHee 5 r/n); 1gA<0,02 r/n; 1gM<0,04 r/n; apyrve nokasatenu -
HOpMasibHbIe; YacTbl PECNUPATOPHbIE, KOXHbIE N KULLEYHbIE UH(EeKLMKW. To3xe ypo-
BeHb 1g 06bIYHO BOCCTaHaBNMBaeTCA. [(NaBHbI AMarHOCTUYECKUI KPUTEPUIA - ypo-
BeHb 1gG. OcHOBa NeyeHNst - KynnpoBaHue NHeKLMIA.

D81 - KOM6UHUPOBaHHbIE UMMYHOLE(NLUTLI.

D81.0- TsKenblil KOMOUHUPOBAHHbLI UMMYHOLE(MULNT C PETUKYNAPHOI
amcreHesnein (TKNA, SCID).

TKWNL, peTUKynspHbIA AncreHe3 06befUHSET rpynny reHeTUYeckunx Ledek-
TOB, MPMBOLALMX K NEAKONEHUU, HEMTPONEeHUN, MMMGOLUTONEHNN, 4ehULnTY UM-
MYHOT 106Y/IMHOB.

MexaHu3M: NpUYKHbI - AedeKTbl Pas/IMyHbIX KNtoueBbiX reHoB (Puck et al.,
1997; Rosen, 1993), u3-3a 4Yero HapylleHa AngdepeHLMPOBKa 1 Nponudepayms re-
MOMO3TUYECKOA CTBO/IOBOM K/IETKM B AUMQOMAHYIO U MWUENOWAHYH CTBO/IOBbIE
KNIeTKW; BO3MOXHbI fedekTbl CB3-Kommekca (43eTa Lenu), PeLentopoB K UHTep-
neliknHaMm, AedekTbl nepefayn BHYTPUKAETOYHbIX curHanos, HLA-monekyn | un 1l
KNaccos.

OWC: y HOBOPOXAEHHbIX - arpaHynoumnTo3, OTCYTCTBYIOT WM CHWXKEH YpO-
BeHb /IMM(OLMTOB; MOSBIEHNE MATEPUHCKMUX T-AUMQOLMTOB, MPOHUKLLUX Yepes
NMaLeHTy, NPMBOAWT K NOLABNEHMIO MUE0N033a Nnoja.

KnuHuka: fetv normbatoT B nepBble MeCALbI XXW3HM OT CeNTUYECKOro npoLec-
ca; YXy[LUeHne COCTOAHUA BO0MbHOMO U CMepPTb HACTynaeT B TEYEHWEe OAHOro AHS;
MHOTa Moc/ne poXAeHUs HabMofaeTCs KOPenofo6Has Chifb C FMNepnurMeHTaLmen
KaK NposiB/ieHne peakumMn MaTepuHCKUX IMMQOLMTOB, NMPOHMKLLNX Yepe3 NialeHTy;
XapakKTepHbl MOCTOSHHAA MOJSIOYHULA, KaHAWMAO03bl KOXW W CAU3UCTbIX 060/0YeK,
Amapes, MHTepPCTUUMAaNbHbIE MHEBMOHWMW, TSXKerble BUMPYCHble WHA(EKLMWU (repnec,
afleHOBUPYCbl, LLUTOMEraoBUpYyC).

MaTonoroaHaTOMUYECKWe NpraHaky: runonaasus AMMQONAHON TKaHW; B BU-
NOYKOBOM Xenese U NMMGaTnyeckmx ysnax npeobnafatoT peTUKYNSPHble KNETKK; B
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ce/e3eHKe OTCYTCTBYIOT (PONIUKY/IbI, UMEIOTCS PETUKYNAPHbIE KNETKU U Makpodaru
C 303MHO(MMUNbHLIMW FpaHynamu; B KOCTHOM MO3re OTCYTCTBYIOT K/IETKM-
npeALIecTBeHHUKN NEAKOLUTOB.

Mpn X-cuenneHHom TKU Manbumky B 7 MeC C 4acTbIMU TSXENbIMUA UHADEK-
UMAMM  6blNO Npou3BeAeHO 3(P(PEKTUBHOE BOCCTAHOB/EHME WMMYHUTETA MNyTEM
TpaHcnnaHTauMm KocTHoro mosra (1,39x10*/Kr KNeToK), NULEHHOro T-KNeTok, oT
6epemeHHoIn MaTepn. CoBmecTUMOCTb HLA aHTUreHoB 6bLua 5 13 6, a B CMeLLaHHO
KynbType TMMMOLUTLI MaTepU He 0TBEYaIN Ha MOHOHYKNeapbl pebeHka (Lowe et al.,
2000.

D81.1 - TsXKenblil UMMYHOAEPULMNT C NOHMKEHHBIM KONMYecTBOM T- 1 B-
knetok (SCID).

D81.2 - TaXeNblil UMMYHOAEMUUUT C MOHWKEHHbIM UAN HOPMaSibHbIM
Konunyectsom B-knetok (SCID).

MexaHu3m ¥ KIMHWKa: MyTauus reHoB, NoKasm3oBaHHbIX B ql13.1-13.3 fokyce
X-XpOMOCOMbI OTBETCTBEHHbIX 32 OOLLYH Y-LeMb LUTOKUHOBLIX PeLenTopoB A/1S
WN-2, -4, -7 ¢ 3ameHoli B y uenn B 224 novuuy TpuUNTodaHa Ha apruHuH.
BO03MOXHbI TaKXe MyTauMm reHa NpoTenH-kMHasbl Tak 3. B nepeble 6 MecALEeB Xus-
HW y pebeHKa HauMHaKOTCA YNopHas MH(EKUMA NErknX, KaHAMAOMUKO3 FN0TKK, M-
LWeBoja, Avapes.

OWC: KONM4YecTBeHHbI UMM QYHKUMOHANbHBIA AeduumnT T-KNeTOK, comep-
XaHue B-K/IeTOK MOXKET COOTBETCTBOBATb HOPME WU/N MPEBbLILLATL ee, HO 3TW KNeTKU
cnabo CekpeTUpyrT WMMYHOrN0OY/IMHbI, YPOBHW WUMMYHOrnobynuHos A, M, G
CHWKEHDI.

[nsa gnarHocTmkm gedekTa obuieli y uenu (yc) peuenTtopa LMTOKMHOB, MOMUMO
onpegeneHns CD-mapkepoB T- B™ npumeHsatoT (Gilmour K., 2001) aHanm3 ¥ meTto-
[IOM MPOTOYHON LIUTOMETPUM, YTO YCKOPSET BbisiB/IEHME fedeKTa.

JleueHve: nocne nepecagky KNeTOK KOCTHOMO MO3ra, SIMLLEHHOro T-KNeTok
MOXeT pa3Butbes PTIX ¢ gnapeeit 1 303uHoUANE, TOrLa BBOAAT METUANPESHU-
30/10H. OBbIYHO COCTOSHME YNYULLIAETCA C BOCCTAHOBNEHWEM peakuuii IMMGOLUTOB.
MoaTomy nepecagka COBMECTVMOro KOCTHOrO Mo3ra Bce e Hambosnee aghdeKTuBs-
HbIiA METOZ, IeYeHMS.

MaTonoroaHaTOMUYECKME MPU3HAKW: anjasus WM FUNonnasvs BUIOYKOBOM
Xenesbl; (PMOPO3HOe YNIOTHEHWE KarCy/bl; NOYTW MOJIHOE OTCYTCTBUE NMMAOLUTOB
1 Tenew, Faccans; UMeTCS He3pesble PeTUKYNSAPHbIE KNETKW; MMM{aTUYeCcKme Y3Nbl
M MUHAANHBI MaNeHbKMe WK OTCYTCTBYIOT; NMM(ONIHbIE LEHTPbI 1 3ap0oAblLLeBble
(hONNMKY/bl HE BbISABNAKOTCA; UMEKOTCS M/I0THbIE PETUKYNAPHbIE TSHXXW, HabnogaeTcs
3amellieHne (OMBPO3HOW COeAVHUTENBHOW TKaHbHO; OTCYTCTBYHOT Mia3MaTuyeckue
KNeTKW, MMMAOLMTbI 1 NMo61acTbl.

D81.3 - HepocTaTOYHOCTb afjeHO3MH-Ae3amunHasbl (ALA).

MexaHn3m: reHeTuyeckuin fedekt B nokyce 20.ql2-ql3.11 HacnegyeTcs no
ayTOCOMHO-PELLeCCUBHOMY TUMY; MMEETCA «MONYaLlmii» annenb NoKyca afeHo3uH-
fe3aMyHa3bl; aetuunT ee B IpuUTpoLMTax M AMmdoumTax BeAeT K HaKOMIeHWHo
afleHHO3M-a-e30KCHafleHo3rHa, BbI3bIBaOLLMX anonto3 T-anmdgoumTos (Buckley,
2003).



OWNC: yxe B nepBble HEAENN XXN3HM N OCOBEHHO B 2-3 MeC 0TMe4yaeTcsi M-
(hoUMTONEHNS, HEAOCTATOYHOCTL T-IMMGOLUTOB, &, HepeaKo, U B-KneTok.

KnuHuka: fedmuunT BoISBSETCA Cpasy noce poxaeHns pebeHka, coyeTaeTcs ¢
aHOManuaMu pa3BuTMA ckeneTa (fedopmaLins, OKOCTEHEHNME) - XOHAPOOCTeoAUCN Ia-
31K, BbIABAAKOTCA MPU3HAKM WMHBOMKOLMU BWUIOYKOBOW Xenesbl, HabnogaeTcs gua-
pes, pecnupaTopHble UH(EKLMN.

CuHzpom TUMO-AJA (5% HOpMbl) HabnoAaeTcs 1y B3POC/bIX B BUAE peLu-
[AMBOB MHeKUMin 1 conposoxaaeTcs TCB4MN-numdoneHmnei.

[NaBHbI NpU3HaK - OTCYTCTBME WM HU3KWIA ypoBeHb ALA B 3puUTpoOLUTaX U
nuMgoumTax.

JeyeHve: TpaHcnnaHTauus HLA-COBMECTMMOr0 KOCTHOIO MO3ra; BBefeHue 3
pasa B Hegento ALA KpynHOro poratoro CKoTa B KOMIMEKCE C NOAUITUNEHTNIMKONEM
(ona ctabunmuzaummn - npenapaT afjareH-nerageMasa), BBeEHWE 3PUTPOLMTAPHON
MAaCChbl; FeHHaa Tepanusa - MepeHoc HopmanbHoro reHa AJA, BbleNIeHHOro 13 M-
(houuToB AOHOPa, B KyNbTUBMPYEMbIE in vitro T-numdounTsl 607bHOr0 C nocne-
Aytowein mx peuHdysmein emy (o 2x10' kneTtok). Ons atoro nonyyatwot T-
NMMAOLMTLI KPOBM 1 CTUMYNMPYIOT ux WJ1-2 n aHTutenamm kK CD3, a reH AJA ne-
PEHOCAT B HUX C NOMOLbIo BekTopa SVAX, cofepxatyero npomotop SV40 n kAHK
Ye/I0BEYECKOW afeHo3MHAe3aMM1Ha3bl. [0N0XMTeNbHbIA 3th(eKT HabnoaaeTca yxxe
npw nosie/ieHun y 6016HOro Ao 10% KneTok ¢ HopmasbHbIM reHoM (Hoogerbrugge et
al., 1995).

D814 - CwuHgpom Hesenota (hpaHuUy3CKMiA TN UMMYHOAe(MUNTa,
anmmgoumnTos).

MexaHW3M: HefopasBuUT aNUTENUA TUMYCa, T-KNeTOUHbIe peakLun YrHeTeHbl.
HacnegyeTcsi N0 ayTOCOMHO-PELLECCUBHOMY TUMY.

OWNC: numdoLMToNeHuns, CHMKEH ypoBeHb T-numdounTtos (CD3, CD4, CD8)
M MX PYHKUMW NPY HOPMANbHOM UM CHUXEHHOM COLEepPXXaHUM UMMYHOr 100y /IMHOB,
PE3KO YrHeTeHbl KOXHbIe peakLyu.

KnvHnka: B paHHeM [eTCKOM BO3pacTe MMeeTCsl 3aflepXKKa pocTa U pasBuTus
pebeHKa; MOBbILLEHA BOCMIPUUMUMBOCTbL K BUPYCHbIM, 6aKTepuasbHbIM 1 NPOTO30M-
HbIM MHMEKLUAM; CENCUC C THOMHBbIMM OYaraMy B KOXE, flerkux u Apyrux opraHax;
reMo/IMTUYECKas aHeEMUS C MONOXMTENBHON peakumelt Kymbca.

MaTonoroaHaTOMUYECKME NPU3HAKU: FEPMUHATUBHbIE LIEHTPbI B IMMGOY3nax
OTCYTCTBYIOT; TMNONnasvs Unn atpodus BUNOYKOBON Xenesbl (OTCYTCTBUE TUMOLM-
TOB, Tenew Maccans) u NMMgoy3nos.

D81.5 - HegocTtaTouHOCTb NypUHHYKNeo3nadocgopmiasbl.

MexaHn3m: MyTaums reHa B nokyce 14.ql3.1 BefeT K HefOCTaTO4HOCTW My-
pUHHYKeo3uadochoprnasbl, 610KUpYeTCs PUOOHYKNeoTUapesyKTasa U CUHTE3
[HK; HacnepyeTcs no ayTOCOMHO-PELLECCUBHOMY TUMY.

OUC: Tsokenblii T-KNeTOUHbIA AeduumnT ¢ NMMGONeHneld N HapyLLeHEM Mpo-
nbepauy AMMOLMUTOB MPU CTUMYNALMU MUTOrEHaMK UKW affioreHHbIMU MM o-
unTammn. Konuyectso B-kneTok, 06pasoBaHMe aHTWUTEN U KOHUeHTpauus lg Hop-
Ma/bHble.



KnuHuka: geduumnt passuBaeTcs B Bo3pacTe OT 6 Mec. 4o 6 feT (B 3aBUCUMO-
CTW OT CTeneHn HapylleHust 0bMeHa BeLLEeCTB); HabNoAaeTCs cnacTuyeckas TeTpan-
neruns v atakcusi. B cbIBOPOTKe M MOYE CHUXKEH YPOBEHb MOYEBOI KUCNOTbI.

D81.6 - Aedpuunt HLA-aHTUreHOB rNaBHOrO KOMMJEKca rMCTOCOBMECTM-
MocTK 1Knacca

D81.7 - Oedununt HLA-aHTUTreHOB r1aBHOro KOMMaeKca rmcTocoBMeCTU-
mocTh Il knacca. CUHAPOM «TOMbIX» TMM(OLUNTOB.

MexaHusm: Ha membpaHe NMMGOLMTOB M Makpodaros oTcyTcTBytoT HLA-
aHTurensl | (HLA-A, -B, -C) n/wnmn 1l (HLA-DR, -DP, DQ) knacco. OTcyTcTBUE
HLA 1l knacca obycnoBneHo fJepeKTOM reHa B I0Kyce 2ql2, 0TBETCTBEHHOrO 3a
TpaHCKpMNUMoHHbIA thakTtop CUTA (knacc Il TpaHcakTMBaTOp); BTOPOW MPUYMHON
fedekTa MOXET ObITb HEAOCTATOMHOCTb akTmBMpytowero aktopa RFX (OHK-
cesizbiBaroLmxcs 6enkos RFXANK, RFX5, RFXAP). Oedpuunt HLA | knacca cBsi-
3aH C MyTauusMu reHa tap2, y4acTBYIOLLErO B TpaHCrnopTe nenTuaoB. CHWXEH ypo-
BeHb Tx (Reith et al., 2001).

OUC: konuuectBo CBAAT-IMM(OLMTOB XennepoB CHMxeHo, a CD8™- nosbl-
LLUeHo, NponmdepaLns Ha MUTOreHbl COXPAHSAETCS, HO peakumst Ha aHTUreHbl U KOX-
Hble NPO6bI 3aMeANIEHHOr0 TWMAa Ha KaHAWAO3HbIA aHTUreH OTCYTCTBYET; HET nas-
MaTUYeCKUX K/ETOK, YPOBHW |g MOHWKEHbI; MOCNe WUMMYHMU3aUMWM  BaKLMHAMK
YMEHbLLEHbI TUTPbI aHTUTEN.

KnuHuka: guapes ¢ KaHAMA030M UM KPUNTOCMOPOAMO30M, BPOHXONEroUHbIE 3a-
60NeBaHMA; OCTAaHOBKA POCTa W PasBUTUS; MOBbILIEH PUCK THKESbIX UHPEKLUOHHBIX
3a60neBaHUi.

['naBHbIA NpU3HaK - OTCyTCTBME Ha NuMdoumTax HLA-aHTUreHoB, CHXKEHNE
ypoBHS T-xennepos. MpoTMBONOKa3aHa UMMYHM3aLMs XXMBbIMK BakUMHamy (BLK 1

D81.8 - Apyrue KOM6MHNPOBaHHbIE UMMYHOAEDUUNTBI.

BWOTUH-3aBMCMMAsA HEAOCTATOYHOCTb KOKapboKcKIassbl.

MexaHusm: gedekt pa3sutums Il u IV rnoToYHbIX KapMaHOB B 3MOpuoreHese
BeJET K annasvuu TUmyca 1 napalimToBUaHbIX >Keses.

OWNC: T-kneTkn OTCYTCTBYHOT He BCerja, KonmyecTso B-kneTok HopMasibHoe.

KnuHuka: anoneuus, CyfOPOXHbIA CUHAPOM; B MOYe MOBBILLEHO KONYECTBO
OpraHNYecknX KUCI0T 1 MOMIOYHO-KUC/BIA aLnio3 B KPOBU; XOPOLUUIA adhtheKT nocne
neyeHns BUOTMHOM; aHOManMU pa3BUTUSA cepaua M BoMbLIMX COCYA0B FPYAHOW
KneTku (TeTpaga danno, npaBoCTOPOHHEE PACMOSIOKEHME aopThl).

CuHgpom OMEHHa C runepao3nHOMUANE XapaKTepu3yeTcs MOBbILLEHHOW
YYBCTBMTENbHOCTBIO K MH(DEKLUMM; UHDUNbTPaUMel T-loTeTKaMM KOXM, MeyeHu, ce-
Ne3eHKW, KMLLEYHNKa; HepeaKo ObIBaOT MHEBMOLMCTHbIE MHEBMOHMW. CONpPOBOXAa-
eTCA 3puTpOAepMUEin, NMMGoadeHoNaTnen, renatocnieHoMeranmeid, auapeei. Nme-
€TCA NeNKOLMNTO3 C 303MHO(MNMER, NOBbILLEH YPOBeEHb IgE, HO CHMXeHbI - 1gG, IgA,
IgM, B-kneTkn (Mnm oTCyTCTBYIOT); KonmMyecTBo T-kneTok (Tx 2) yBennueHo. Haii-
JeHbl MyTaumm reHoB RAG-1 u RAG-2, BbIsIBNSETCA HEAOCTATOYHOCTb 5-
HYK/1eoTnaasbl.

D82 - VMMyHOAedMLUTbI, CBA3aHHbIE C APYTMMU 3HAUYUTENbHbIMU [e-
thekTamum.



D82.0 - CuHgpom BuckotTa-Ongpuya, CUensieHHbIi ¢ X-Xpomocomoli (¢
TpombounToneHnel 1 3K3emMoi).

MexaHn3m: MyTauus reHoB B pernoHe Xpll.23-p11.22, noatomy AeteKTeH
TpaHCKpUNUMoHHbIA 6enok WASP (Wiskott Aldrich Syndrome Protein), cBs3aHHbIi
C KOHTPO/NIEM aKTVBHbIX (MNaMeHT 1 nofuMepusaLmer aktmHa. HapyLueHa akcnpec-
CUS TIMKONM3MPOBAHHBIX KUC/BIX [MKONPOTENHOB-cuanonopduHos (CD43, CD6,
CD23, CD37, CD76), y4yacTBYHOLWMX B aKTUBauun T-KNeTOK; MHOr4a MMeeTcs He-
[OCTAaTOMHOCTb FIMKO3MATPaHcdepasbl. Mo APYrMM AaHHbIM MyTaluu Bbi3blBalOT
n3veHeHus Genka WIP, B3anmogelictytowiero ¢ WASP. AyTOCOMHO-pPeLeCCUBHbIN
TUN HacnegoBaHws, YactoTta 4:1 maH (Sichirer et al, 1998; Stevart et al., 1999).

OUNC: numdoymToneHmns, T-numdoneHns K 6-8 rogam, CHMXKEH YpPOBEHb T-
XefnnepoB, TPOMOOLMTOMEHUS (HapylLeHa aaresus), OTCYTCTBYIOT peakuum MY3T,
onpefensemble KOXHbIMW TeCTaMW, CHUXKEH OTBET MMMQOLMTOB Ha PTA 1 aHTUre-
Hbl. /IMeoTCca HapyLUueHWUs TyMOPasibHOTO MMMYHUTETA - 3HaUYUTe/lbHOe YMEHbLLe-
HWe WM OTCYTCTBME CbIBOPOTOYHOro IgM, Bbicokoe cogepxaHue IgA un IgE, Hop-
MasbHbI UM BbICOKMIA ypoBeHb 1gG, CHUXKEHa MPOAYKLWS aHTUTEN K MHEBMOKOK-
KOBbIM NosiMcaxapuaam; Makpogarm He pacLLensoT noamcaxapuiHble aHTUreHbI.

KnuHuka: TSHKecTb BapbUpyeT; TPOMOOLUMTOMNEHNUS NPU POXAEHWUM; KPOBOTe-
YeHus; ak3ema', y AeTell B NepBble MeCALbl XXW3HN BO3HUKAIOT NOBTOPHbIE THOMHbIE
MH(EKLMK, Bbi3blBaeMble MHEBMOKOKKaMM U APYrMMU MOAMCaxapuacoiepxaliyumm
6aKTepuaMU; CNAeHOMEranus; 3/10Ka4YecTBeHHble Onyxonm (5-12%); BblpaXeHHas
runonnasvs BUIOYKOBOW XXenesbl U NIMMEPONIHOW TKaHW.

B03MOXeH BapuaHT Y B3pOC/bIX: KPOBOM3/UAHUS B KOXY, KPOBOTEUEHUS,
TPOMOOLMTONEHNS, 3K3EMbI, OTUTbI, APYrue WHMEKUMK, AN HepeHLMpPYIOT ¢ TPOM-
60LMTONEHNYECKON NypnypoiA.

OCHOBHble [MarHOCTUYECKNE KPUTEPUM - KIIMHWUYECKME, TPOMOOLMTONEHUS,
ak3ema (KoHgpateHko A.B., 2001).

[na neyeHns NpUMeHSIOT nepecagky rmcTOCOBMECTMOrO KOCTHOMO Mo3ra Ha
(hoHe NofaBNeHNS UMMYHHOW CUCTEMbl M reMonoasa 60MbHOro. Mpyu HEBO3MOXHO-
CTW nepecaskyn NPOBOAAT MOCUHAPOMHYIO Tepanuio WHMEKLUOHHBIX, annepruye-
CKUX 1 FeMaTONOrMYECKMNX OCMOXHEHWIA; CMIEHIKTOMUS AN YMeHbLLEHUs remoppa-
FMYeCKOro CUHAPOMa, BHYTPUBEHHO |Q; KOPPEKUMA aHeMWU; 3amelleHne 3pUTPOLU-
TapHoi Maccoin npu Hb<50 r/n. MecTHO - cTepouiHble Masu. [poTMBONOKa3aHsbl
MPUBUBKM YXMBLIMU BaKLMHAMW.

D82.1 - CuHgpom An KopoKu.

MexaHn3m: HapyLLeHO 3MOPMOHaNbHOE pasBuTVe Ha 6-10-1 Heflensx recrauum
CTPYKTYP 3-4-r0 [NIOTOYHbIX KapMaHOB, He Pa3BMBAETCA ANWUTENWI TUMyca U napa-
WMTOBUAHBIX Xefe3s; 04HOBPEMEHHOe Hefopa3BUTUE MEPBOrO M BTOPOrO r0TOUHbIX
KapMaHOB MPUBOAUT K MOPOKaM CTPYKTYP fMLa, a SToro - cepAua v aopthl (gedek-
Thbl Neperopogok, Tetpaga ®anno). B nokyce 22q11.2 o6Hapy>eHbl MUKPOAEneLmMm
OHK (Buckley, 2003).

OWC: HefoCTaTOUHOCTb (YHKLUMM T-KMNETOK; CHWXKEHO Konuyectso T-
NMMGOLMTOB U1 X (DYHKLMOHaIbHAA aKTUBHOCTb, YBE/IMYEHO KOMMYECTBO B-KNeTok;
noBbILLleH ypoBeHb IgE.



KnuHuka: annasusa uiam runonnasvs TUMyca; NOPOKM pasBUTUSA: BONYLSA NacTb,
aHoOManusa NpaBoi Ayrn aopThl, KPYMHbLIX COCYAOB, MPYAWHbI; KaTapakTa; Aucnnasus
YLIHbIX PaKOBWH; HEOHaTa/lbHas TeTaHWA M3-3a HeJopasBUTUSA NapaLUTOBUAHBIX XKe-
Ne3 1 rUNoKaibLMeMUM; YacTble UHPEKLMOHHbIE OCNOXHEHUS; Y 60/bHbIX AeTel He
OTTOPraloTCA KOXHble TPaHCMAaHTaTbl, OTCYTCTBYIOT peakuum MU3T; yMeHbLUeHO
KO/IMYECTBO MMGOLNTOB B TUMYC3aBUCUMMbIX 30HaX AMMAOY3/oB. Mpy yMepeHHol
rurnonnasum TMMyca et BbKMBALOT.

[parHocTnka OCHOBbLIBAETCA Ha K/IMHUYECKMX [aHHbIX: OTCYTCTBUM WU
YMEHbLUEHWUWN TEHN TUMYCa NPU PEHTIEHOrPadvn; CHUXKEHUN YPOBHA KaslbLs B KPO-
BU 1 NapaTUpPeoTPONMHA; TSHKECTb CUHAPOMA OMpefenseTcs CTerneHbi0 NOpoKa cepa-
La, aopTbl, NapawmnToBUAHbIX Xenes. [edekT T-KNeToK MOXET OblTb KOpPpermpoBaH
nepecasfkoin GeTasibHOro TMMyca, TUMUYECKOr 0 aNUTeNus.

D82.2 - IMMyHOAe(hUUUT C YKOpOUeHUeM KOHevHocTel (cuHapom baoma).
HenocTosiHHble HapyLUeHWUs KMEeTOYHOro M FyMOpPa/bHOrO 3BeHa UMMYHUTETA; npe-
o6nagaeT gemumT CD8" T-KNETOK UAM UMMYHOr/106Y/IMHOB, XPOMOCOMHbIe abep-
pauuu; Kap/VKOBbIA pOCT; AMCNIa3Ma XpsLleid U BOMoC (TOHKME, pefKue HemurMeH-
TWPOBaHHbIE BOMOCHI OPOBEN Y PECHUL); KOPOTKME KOHEYHOCTW; CHVDKEHHbIV VM-
MYHHbI OTBET Ha BUPYC BETPSHOW M KOPOBbEN OCMbl, HO HOPMa/lbHbIA Ha Apyrue
BUPYCHble aHTUreHbl. OCHOBHOW CMHAPOM BKJ/IHOYAET: Kap/MKOBOCTb, 3afepxkKa hu-
3MYECKOr0 PasBUTUSA, TUMNOreHUTaIM3M, TeNeaHrMoaKTasus, NoBbILLEHHAs CBETOYYB-
CTBUTENIbHOCTb KOXM.

D82.3 - VMmMyHOogepuunT, cuenneHHbll ¢ X-XpOMOCOMOW U OTBETOM Ha
BMpPYC AnwTeliH-bapp.

Y 60/bHbIX MOBbILIEHA YYBCTBUTENIbHOCTb K WH(MULMPOBAHUIO BUPYCOM 3n-
WTeliH-bappa (OTCYTCTBYET OTBET Ha HYK/EApPHbIA, HO He KamCWAHbIA aHTUreHbI).
MpeapacnonoXXeHHOCTb UMeeT HacnefCTBeHHbIV xapakTep (Kak nepeuuHbli M),
0[HaKO CMHAPOM SKOGbI MOSBAAETCA BTOPUYHO MOCAE MH(ULMPOBAHWA BUPYCOM,
YTO NPUBOAUT K PasBUTUIO WHPEKLMOHHONO MOHOHYK/e03a C annasueil KOCTHOro
MO3ra, HeKpo3amm neyeHn; y 25% 60/bHbIX BOZHUKAIOT IMMGOMBI, YacTbl peLuau-
BUPYIOLLME MH(eKLMK. TTpOTMBOBMPYCHbIE NpenapaTbl HeaPMEKTUBHBI.

CornacHo HOBbIM AaHHbIM, CBS3b CMHAPOMa C BMPYCOM JnwiTeiiHa-bapp oT-
Bepraetcs (Morra M. n gp., 2001). CnHLpPOM 0603HaYatoT Kak «X-CLEnNeHHyo
numdonponngepatnBHyto 60/1e3Hb». OnncaHbl MyTauuy reHa SH2D1A, KoTopbli
NOKann3yeTcs B cermeHTe 25 X-XpOMOCOMbI U KoampyeT 6enok SAP (SLAM - ce-
MEeNCTBO CUrHaNbHbIX MOeKyn numgoumntos. K cemeiictBy SLAM OTHOCATCS TeHbI
monekyn CD48, CD84, 2B4, BCM1-L). MyTauuu 3TOro reHa B T-KneTkax rnpuBo-
[AT K HapyLUEHWIO UX B3aMMOLEWCTBMA ¢ B-numdouutamm, ycuneHuo nx nponumdge-
paumu.

D82.4 - CuHapom runeprammarnobynmiemun E (IgE).

MexaHuam: y 60/bHbIX, MO-BUAVMOMY, WMEETCS CbIBOPOTOUHbIA WMHIUOMTOP,
HanpaBNeHHbIV MPOTUB cybnonynauumin nnmgounToB (T-CynpeccopoB ) U HeUTPotu-
NOB, B KPOBW ypoBeHb IgE pe3ko yBenuyeH.

OUC: oTmevaeTcs gedpuumnt T-numpoumtoB (CD45RO - mapkep namatu), xe-
MoTakcuca 1 (aroumTapHoi akTMBHOCTU HEMTPOMUIOB, CHUXKEHUE YPOBHS TC U Tx-
KNneTok, EK, HO yBennuyeHo konnyecTBo Be-numdgounToB. YpoBeHb IgE B CbiIBOPOTKE



Kposu 6onbwe 1000 KE/n n gocturaet 40000 KE/n, ypoBHM ApYrUX UMMYHOF06Y-
JIMHOB M3MeHeHbl CMabo, MHOrAa CHUXKEHa WM MOBbILeHa KOHUeHTpauws IgD. B
KpPOBM YBENMYEHA KOHLEHTpaLus ructammua (75-100 MKr/n), KOTOpPbIA MOXET U3Me-
HSITb PEAKTUBHOCTb B CBA3M C HAIMUYMEM K HEMY PELIeNTOPOB Ha MMMYHOKOMMETEHT-
HbIX KNeTKax.

KnnHMKa: xapaKTepHbl «X0N0AHbIe» abCLECChl KOXU M MOLKOXKHON KNeT4YaTKu;
[EeCTPYKTUBHbIE MHEBMOHWW, aTOMMYECKUA AepMaTuT, OUCMa3us CTPYKTYp uug;
nepenomMbl Tpy6uaTbiX KOCTENA.

[narHo3 OCHOBbIBAeTCS Ha KMHKKe, OLeHKe YPOoBHS IgE v gOononHMTENbHOM
o6cnegoBaHMn.

JleyeHne BKMHOYAET NMOXMU3HEHHYIO aHTMOBAKTEPUA/IbHYIO U CUMMTOMATUYECKYHO
Tepanuto. Mcnonb3oBanca uuknocnopud A (5 mr/kr/cyTku B TedyeHne 18 mec). OT-
MeueHO CHuxeHue IgE Ha oHe nprema npenaparta.

KnuHnyeckuii npumep. Mvnep-lgE-cuHapom. bonbHas K. 6 net. [esouyka oT Il
6epemeHHocTw, Il pogoB 6e3 natonoruu. Macca Tena npu poxxgeHun 3700, oivHa
54 cm. [lo 1r. BCcKapMmvBanach rpyabto, passusanacb HOpMasbHO. NpuBUTA TONLKO
BLK 1 npotme nonvomuenuta. B 3 mMec. 4MarHOCTMPOBaH 3KCCYAaTUBHbIV gnaTes. B
nocnesyrLLme rofbl 4acTo 6ecnokoun 3yA Ha (hoHe YMEpPEeHHbIX NPOABNEHNUI fepMa-
TUTa. 3amMeyeHo, YTO ycuneHue 3yfa npeaLlecTByeT 060CTPEHWMIO THOWMHOW WMHgeK-
umn. B 3 1. nepeHecna KoKW, B4 I. - CKapnaTuHy.

B Bo3pacTe 3 Mec., Ha ()oHe HOPMabHOW TemMnepaTypbl, BrepBble MOSBUIUCH
FHOWHWYKOBbIE BbICHINAHWA HA BOIOCUCTON YacTu rofoBsbl U 3 napoHuxus. B 4 mec. -
HECKO/IbKO NCeBAOPYPYHKYNOB M MPaBOCTOPOHHUIA MOAMbILLEYHbIV FHOMHBbIN
nuMageHnT.  HecmoTps  Ha fledyeHWe aHTUOMOTUKAMKU W MUMMYHOTN06YIMHOM,
nceBAOMYPYHKYNE3 NPUHAN PeLMAMBUPYIOLLEe TedeHue. Pa3BuncA OCTEOMUENUT
npaBoii 60/bLIebepLoBoii KOCTW. Monyyana aHTMOMOTMKM M nnasmy. [o 1 roga
6onbLe He 6onena. B 1 rog nepeHecna rpunn, 6e3 OCNOXHEHWi, B 2 rofa NHeBMO-
HUI0. BPOHX0-NeroyYHsle 3a60/1eBaHWA NOBTOPSANCD, B 3 roga 9 mec (6poHxmT), 3 1 2
MeC U B 5 NIET (N1IeBOCTOPOHHAS MHEBMOHMA). [pu nocnefHem 3abofieBaHWM  Ha
peHTreHorpaMme BblIsiB/IEHa MOMOCTb. [poAo/MmKan MOBTOPATLCSA 3MU304bl KOXHOM
FHOMHOW WHMeKuMK; B 31 1 4 1 8 MeC. - ypyHKynes3, B 51 3 mec. - abcuecchl B
NOAMBILLEYHON 061acTV 1 B 0611aCTK NPaBOl IOABDKKK, B 5 1 7 Mec. - abCLecc 1eBoi
AroAmubl, NPaBOCTOPOHHWI MOAMbILIEYHbIA W LIEMHbIA NMMGageHNT; 3aTeM elle 2
abcuecca. MNpu 06cnefoBaHUN BbISBNEHO CHUXKEHME (DaroLMTapHO aKTUBHOCTM.

CocTosHVe Npu MOCTYNAeHUW YAOBETBOPUTENbHOE. Ha KOXe onpedenstoTcs
MHOXECTBEHHbIE PY6LbI - CNefbl MEPEHECEHHOW THOMHOW MHtekumn. dpyroii nato-
norun He oBHapyXeHo. YpoBeHb IgE - 2000 KE/n. KnuHuyeckuin gnarHos: I'mnep-
IgE cmHgpom. ATonuyeckuii fepMatut. PeunamBrpytoLLMe rHOMHbIE MHKEKLMK KO-
XM U NOJKOXHOW KneTyaTky. ABCLECC HApY>KHOTO yxa crpaBa. KaHAWAO03HbI CTo-
MaTuT. [JMHamuKa nevyeHmns Ha puc. 3.



CuMNTOMBI, NeveHve [OHu rocnuTanusadmm
1-iA 5-  10-4 154 20-4  25- 30-1  35-i
Abcuecc wweu 1

ABCLECC YLIHOW PaKOBUHbI

Crtomarut 0000000O0O
Kawwenb

Kopesas cbinb

)O c)d 0D c)D

Temnepatypa 39°C

38°C

37°C v ow
AHTNONOTUKN aaaaaaaa 66666666666
MpoTUBOrpUBKOBLIE CPEACTBA HUCTaTWH Hn3opan

TakTMBUH (MO cXeme)
*%,
VIMMYHOrno6ynuH 4,5 mn «™h

Puc. 3. BonbHas K., gnarHos: cmHgpom IgE-rmnepymmyHornobyimHeMmm,
AVHaMWKa KNMHWYECKOro COCTOAHMA N leyeHns

D82.8 - VIMMyHOfethMLMT, CBSI3aHHbI C APYrMMI YTOUHEHHBIMU 3HAYM-
TeNbHbIMU fetheKTaMu.

G11.3. iMMyHOAeUUMT C aTaKcuelr-TeneaHrnoaKkTasmen (cuHgpom JSlyn-
Bap).

MexaHu3m: MyTaums TCWATM b pervoHe 22-23 11-i XpoMOCOMbI (YacToTa
1:40000). TeH atm KkogupyeT ¢ochaTnanIMHOINTONKNHA3Y, YYaCTBYHOLWYH B
K/IETOYHOM [eNleHnn 1 nepejaye CUrHaNoB akTuBaumu. Ero gedekTHOCTb NpuBOAUT
K HapyLleHWI0 CcOo3peBaHus W (YHKUMA T- U B-KNeTOK, HEBPONIOTUYECKUM W
cocyaucTbiM paccTpoicteam (Rosen, 1993).

OWC: cHmXeH ypoBeHb CD3", CD4™ T-nMMgouMTOB, HOPMabHbIA UK yBe-
NnYeH ypoBeHb CD8”, ANCUMMYHOTNI06YMHEMUS, HepeaKo AeduunT IgA, CHUKEHBI
KonnyecTBo IgG, 19gG2, 1gG4, oTBeT Ha ®IA 1 Ha 6aKTepuanbHble aHTUIEHbI; UHOT4a
runonnasus Tumyca u atpoums Mmgoysnos, aucbanaHc Tx/Tc, yBennYeHne ypoBHS
a-theTonpoTenHa.

KvHuKa: nonnmMopdHa, U3MeHeHUs B CUCTeMe UMMYHWTETa B HauasibHOM (hase
3a60neBaHMA He HabMOJAIOTCA, UM HE3HAYUTENbHbIE; MOMYT Npeo6iafaTb HEBPO.TO-
rMyeckne 1 COCyAUCTble PaccTPOMCTBa, TeNeaHrMoaKTasnn CKep U KOXM, MO3XKeu-
KOBas aTtakcums, AMCreHe3 SMYHUKOB; B Aa/lbHEMLIEeM NOpakeHUe CUCTEMbl UMMYHU-
TeTa YCU/IMBAETCH; XapaKTePHO PasBUTUE 3aTSKHbIX, BAMOTEKYLUMX U XPOHUYECKMX



MHEBMOHWIA; CMePTb OT WHMEKLUMOHHbIX U  COCYAUCTO-HEBPOMOrMYECKMX pac-
CTPOIACTB.

Mbl Habntoganu 6 feteld ¢ JaHHbIM CUHAPOMOM B [IBYX CEMbSIX. Y HEKOTOPbIX
3a60/1eBaHMe MPOSIBMIOCH B PaHHEM BO3pacTe, a 'y 6paTbeB M CecTep MO0 Habo-
JaTbCs NMNLWb B 60/1ee NO3aHeM nepuoge (4-6 neT). XapakTepHbIM 6bIN0 pasBuTUE 3a-
TSKHBIX, BANIOTEKYLLMX U XPOHUYECKUX MHEBMOHWIA. [leT nornéanu oT OCNIOXKHEHUI
VH(EKUMIA N COCYAMNCTO-HEBPONOTMYECKMX PACcCTPOICTB. [lBOE YMepno OT omnyxone-
BOTO MOPAXKEHUS MEYEHM.

JleyeHve: aHTWGaKTepuanbHas Tepanwusi, BBEAEHWE MMMYHOr/I00YIMHOB Yac-
TUYHO KYMUPYET CUHAPOM.

KnnHuuyeckuin npumep. bonbHas E. 7 neT. [leBouka OT 340pOBbIX POAMTENEN, OT
Il GepeMeHHOCTW, MPOTEKaBLUEA C TOKCMKO30M B 1 MOMIOBUHE, BTOPbIX CPOUHBIX
CTpeMUTeNbHbIX poaoB. CTapLuas cecTpa NpobaHia ymepna B BospacTe 4 feT OT OCT-
poro neiko3a. MnafLwas cecTpa- 340poBa.

[JeBouka poamnack ¢ mMaccoii Tena 3600 r, gnmHol 51 cm. Haxogunach Ha ec-
TeCTBEHHOM BCKapM/IMBaHWW [0 2 MecALEB, 3aTeM - Ha UCKyccTBeHHOM. K | rogy Be-
cuna 8 Kkr, oTcTaBasla B MOTOPHOM pa3BuTuK. Havana xogutb ¢ 11 3 mec. Torga xe
6blna OTMeYeHa LIATKOCTb NoxXodku. MpuBuBasiach Mo BO3pacTy 6e3 OCNOXHEHWA.
MepeHecna BETPAHYHO ocny B fierkoii hopme. o 3 neT BocnuTbIBaNach AoMa, He 60-
nena.

Brepsble 3a60nen1a B Bo3pacTe 3 IeT MHeBMOHMEN. Mocne BbI3LOPOBAEHNS MO-
CTOSIHHO COXPAHANCA BNaXHbIA Kalleslb, CIM3UCTbIE BbIAENEHNA U3 HOCOBbIX XOLOB.
B 6 net nepeHecna hypyHKyne3 BONOCUCTON YacTu ronoBbl, B 6 neT 4 Mec - OCTpbIii
6poHXUT, B 6 NeT 6 Mec - MHeBMOHMIO. Ha (hoHe BpoHXMTa, B BO3pacTe 6 feT 4 mec
6b1710 3aMeYeHo YXy/LUeHWe NOXO4KW, YCUNeHUe runepkuHe3oB. B obnacTtHoi 60/b-
HULIe YCTaHOBMEH AMarHo3 cuHapoma Jlymn-bap. Torfa e BnepBble 06paTuin BHU-
MaHue Ha TefleaHrnakKTasuu.

ocnuTanu3MpoBaHa B COCTOSHUW CpefHel TSXKEeCTH, C BbIPKEHHON MO3XeY-
KOBOVi aTakCuei 1 TeneaHrmoakTasusmMm cknep. OTMeyanach runoniasmsa MAUHLIMH,
CNN3UCTblEe BbILENEHNS M3 HOCOBbLIX XOAOB, OCnabneHWe fblXaHWs B Nerkux u eu-
HWUYHbIE MENKO- W CpedHe-ny3bipyaTble Xpunbl. Mpu nabopaTopHOM MCCnefoBaHUN
6blNN BbIsSIBNEHbI OTCYTCTBME MMMYHOr06yMHa A B CbIBOPOTKE, abCONOTHAsA M-
thoymtoneHma (0T 372 go 750 KNETOK B | MK/), NONOXUTENbHAA peakums Ha anbga-
(heTONpoTenH. B pesynbTaTe uccnefoBaHUA Obll YCTAHOBMEH AMArHO3: KOMOUHMPO-
BaHHbIN W[, coyeTalowminica ¢ atakcuein-teneaHrmoskrasmeir (cuHgpom Jlym-bap).
XPOHUYECKMIA 3HA0OPOHXMT. XPOHUYECKNIA KaTapabHbIA PUHAT. JMHaMUKa KIUHK-
YECKOro COCTOSHUS Ha puc. 4.



CvMMTOMbI, fledeHne [Hu rocnvtanmsaumm
1-in 5-i 10-i 154 20-"  25-n 30-1  35-i
BblgeneHns 13 Hoca
Xpunbl B Nerkux
Kawens
AHTNONOTUKN
2a2a6666666666666666666666668888888BBBBB8BBBBBBBBBBB
HatusHas nnasma 250 ml

TaKTUBUH

Puc. 4. AuHaMnKa KAMHMYECKOro COCTOSHNA U neveHms 60n1bHOM E.
[narHos: cuHgpom JSlyu-bapa.

D.82.9. MmmyHOe(MLUT, CBA3AHHbIA CO 3HAUYUTENbHbIM Ae(eKTOM, He-
YTOUYHEHHbI

XPOHNYECKNIA KOXHO-CMM3NUCTbIA KaHAMA03 XapakTepusyeTcs peunnBum-
pytowieii MHeKuMenn, Bo3dyaNTENSMIU KOTOPOI SBNAKOTCA KaHAMAbl. Habnrogaertcs
MOPaXKEHNE KOXU U CAM3UCTLIX 060/104eK. BoNbHbIE MPeapacnonokeHbl K 6akTepu-
anbHOMY MHMUUMPOBaHUIO. [edeKT NoKaimM3yeTcqd MNpeMmyLlecTBeHHO B T-
KNETOYHOI CUCTEME, CHUXKAEeTCA YpoBeHb T-KNeTok, cekpeuusa MIF (PrM/I), Bo3-
MOXHO [APYr1X LMTOKMHOB, YTHETAeTCA UX OTBET Ha aHTWUreHbl U MUTOreHbI. Mapan-
NenbHO HabnfaloTea NOANIHAOKPMHONATUM (HAANOYEYHNKOBAS HeL0CTaTOYHOCTb,
caxapHblii AnabeT, rurnonapaTtMpeos U Ap.) C ayToaHTUTenamu K Aekap6okcunase
rNyTaMUHOBOW KWCNOTbI, UUTOXpOMY P-450, TUposuH rugpokcunase u ap. (Puck,
1997).

KnanHuyeckunin npumep. B-Haa A. 7 neT. [leBoyka OT 340pPOBbIX POAWTENEN,
nMeeT 3g0poBoro 6para 15 neT. Pogunack oT V 6epeMeHHOCTU, NPOTEKaBLLEN C TOK-
CMKO30M W Yrpo3oii MpepbiBaHUA, MpexaeBpeMeHHbIX (Ha 37- Hegene) ObICTPbIX
pozos. C ByX MeCALEB Ha MCKYCCTBEHHOM BCKapMnveaHuw. Mpusuta BLK, AACM
1 NPOTMB NonnoMuennTa. PUsnYecKoe U NCUXNYECKOe pasBUTME Ha 1-M rofy >KU3Hu
- 6e3 ocobeHHocTelh. C Bo3pacTa 11 vacto 60nena OPBW. B 11 2 mec. u B 1r 10
Mec. MOsIBSNACh pacrpocTpaHeHHas CbiMb Ha KOXe Tena, KoTopas AepXanacb Hefe-
nn. Ha 2-m rogy >usHu nepeHecna 6poHXuT (2 pasa), apTo3HbI CTOMATUT, TMHIK-
BUT. C 3-X NeT OTMEeYEeHO UCUE3HOBEHME C/e3 Mpu Mfave, NosiBieHWe HOCOBLIX KPO-
BOTEYEHWI, CK/IOHHOCTU K 3KXUMO3aMm. 10SBMAUCL MPU3HAKUM OHMXOMUKO3a Ha HO-
rax, a K 6 r 611 nopaxeHbl BCe HOrTU. B nocnegytoLme rofpl HEOAHOKPATHO nepe-
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Hocuna 6poHXUTLI, 1 pa3 - NHeBMOHMIO. B 3 T. 7 Mec. BriepBble BblIN OTMEYEHbI Cy-
[oporu, KoTopble MHOrOKpPaTHO MOBTOPAANCH 40 4-X fieT. B 4 r BbISBAEH runonapa-
TUPeO3, Ha3HayeHbl npenaparbl KaibLus 1 BUTaMuHa [. B nocnegyrowme rofpl, cy-
[opory nosTopanuch pexxe. C 6 neT - HeyCTOUMBLIA Neproanyeckn 06ecLBeYeHHbI
CTy/, B3[yTWe XWBOTa, BANOCTb, CMaboCTb, NOTeps anneTuTa, noxygaHue. B Tsxe-
NIOM COCTOSIHUM Oblna rocnnTann3npoBaHa B 3HAOKPUHOMOrMYECKOe OTAeNeHue, rae
YCTaHOB/IEH MpeABapUTENbHbIN AWArHo3: KaHAWA0-3HAOKPUHHbBIA CUHAPOM.

B pesynbTaTe KOMMAEKCHOIO KNMHWKO-1abopaTopHOro obcnefoBaHus 6ol yc-
TaHOB/EH AMarHo3: XPOHWYECKWIA KaHAMOO3 KOXWM U CAUBUCTbIX. AYyTOUMMYHHas
MO/IM3HAPKPUHONATUA: AEKOMMEHCUPOBaHHBIA rMnonapaTmpeos  (rMnokKaibLmeMus,
TeTaHusa), CyOKOMMEHCMPOBaHHAA MepBUYHas XPOHWMYecKas HaAnoyeyYHMKoBas He-
[OCTAaTOMHOCTb, cTpyMa Il ¢ HefoCTaTOYHOCTbIO (PYHKLUMMW LUMTOBUAHOW dKenesbl.
CuHgpom LllerpeHa: NoOMUIK30KPUHHAA  HEAOCTAaTOYHOCTb  (KCEepocToMus,  Kee-
pothTasIbMUsi, CUHAPOM CryLLEeHUs >enun). CUHAPOM KafbLWiA - 3aBUCUMON TNOKOa-
rynsumMn KpoBu (CMOHTaHHbIA FeMapTpo3 /IeBOr0 FOMEHOCTONHOMO CycTasa, MHO-
XKECTBEHHbIE 3KXMMO3bl, HOCOBble KPOBOTEUeHWs). XPOHUYECKUA GakTepuanbHbIi
3HA06poHXMT Il cTeneHn. MpocToit repnec. JIEBOCTOPOHHAS OCTPas HWXKHeLO0NeBas
MHEBMOHUS, TAXKeNoe TedeHve. BTOPUYHBIV CUHAPOM HapyLLEHHOTO KULLEYHOro BCa-
CbiBaHWs (Manbabcopbumn).

bonbHas nony4yana amgoTepuumnH B, a 3aTeM Hu3opasn, aHTUOMOTUKK, B/B UM-
MYHOT106y/IMH, CUMMNTOMAaTUYECKME CPEACTBA - YaCTUYHOE Y/yuLLeHNe.

D.83. O6was BaprabenbHas MMMyHHasi HegocTaTouHocTb (OBUH).

D.83.0. O6wuin BaprabenbHbIi UMMYHOAEPUUMT C NpeobnajgaHNeM He-
[OCTaTOYHOCTU B-KneToK.

Ob6Lwaa BapuabenbHas WMMyHHas HELOCTaTOYHOCTb - FETEPOreHHbIA CUH-
[POM C NPevMYLLECTBEHHbIM MOPaXeHWEeM F'YMOpPasbHOro 3BeHa MMMyHUTeTa (Yac-
ToTa 1:50000-1:200000). BcTpeuaetca y feTeil, Ho uHorga npossnsetcs B 20-30
net. MNpegnonaratoTcs MyTaumm reHa V3-23 B-numdoumntos. [ns Hero XapakTepHo:
HU3KUIA ypoBeHb 1gG-aHTUTEN WUAN OHWM OTCYTCTBYIOT, NMMQOLMUTOMEHNSA, CHUXKEH
YpOBeHb B-KNeTok, MHOr4a OHU OTCYTCTBYHOT, HapyllueHa nponudgepaums T-KneToK
(KoHpgpaTeHko u gp., 2001).

XapaKTepHb! pasnyHble KOMOUHALMM HeJOCTaTOMHOCTM T- 1 B-nmdouuTos,
CHWXeHO KonmuecTBo TX, EK un yBennyeHo Tc; 4acTo MOHMXKeHbI ypoBHM IgG (<3
r/n), 1g.\, 1gM, uTo c6AMXKAET CUHAPOM C HACNefCTBEHHOW runoramMmmarnobynmHe-
Muei.

KnunHvka: rHOMHO-BOCNa/IMTENbHBIE U BUPYCHbIE UH(EKLMU BPOHXOB, NIErKUX,
NOp-0praHoB, rnas; apTpuTbl. YacTo onucbiBaeTca y [eTeil CcTapliero sospacta U
B3POC/bIX KaK BTOPUYHLINA /], B COUETAHWUN C ayTOMMMYHHbLIMU 32601€BaHUAMN.

D.83.1. O6wwit BapmabenbHblii MMMyHOAEMUNT ¢ npeocbnagaHNemM Ha-
PYLLEHUIA MMMYHOPErynAaTOPHbIX T-KIETOK.

CD8* T-nubichounToneHns: y 60bHbIX AeTell pe3Ko CHWXKEH YPOBEHb WM
no4Tn oTCyTCTBYHOT CD8" T-numounThl. YposeHb CD3M T- n 004 A T-numdoumTos
HOPMa/bHbIA, B-NMMGOLNUTOB - TOXE, UK - MOBbILLEH, HO CHUXXEHA KOHLeHTpauus
NMMYHOr06yMHOB. MpuumnHa - gedekT B reHe ZAP-70 He-5rc cemeiicTBa NpoTenH
TUPO3MHKWMHA3, NIOKa/IM30BaHHOro B 2q12.



KnnHuuecku: peuyanBmpyoLue, YacTo CMepTe/bHble UH(EKLMN Y feTeil.

JednumT akTuBauuu T-nMMQOLUMTOB: MNPU HOPMabHOM YPOBHE KJ/IETOK C
theHOTUNOM T-AMMGOLUTOB OTCYTCTBYET UX MPOAMMepaLms UM npoaykums LuTo-
KVHOB Mocfie CTUMYNSLUUA MUTOFEHaMU WM aHTUreHaMw, WM akTmBatopamu T-
KnetouHoro peuentopa (TCR). MNMpeanonaraetca AethekT CUrHaN0B TPaHCAYKLMAN OT
3TOro peuenTopa BHYTPb KETKKW. M0 KnuHUKe aToT V[, HanomuHaeT apyrue gedek-
Tbl T-KNEeTOoK.

D.83.2. OBVH c aytoaHTuTenamu K T- nauM B-knetkam; ABMSETCA CKopee
BTOPUYHBIM U .

D.84. ipyrne ummyHogedmymThbl

D.84.0. [AeekT ¢YHKLMOHaNbHOro aHTureHa-1 numdgountos (LFA-1,
CDIlla/CD18). HegoctatouHocTb 31O Monekynbl agresum (CDIla/CD18) numdo-
LMTOB, BeJET K HapyLIEHWH0 aKTMBHOCTU NUMQOLUTOB, APYrMX /ERKOLWUTOB, UX
B3anmogencTemio (cM. LAD-1 cuHapom).

D.84.8. [ipyrue yTOYHEHHbIE Y LUTOKUHOBbIE UMMYHOAEPULMNTDI.

Konunyectso uaeHTU(ULMPOBaHHbIX W[ NOCTOSHHO yBenuumsaeTcs. Pasnu-
4arT fedeKTbl reHOB, OTBETCTBEHHbIX 33 CUHTE3 LMTOKUHOB, PELEenTOpoB, CBA3bI-
BAOLLMX UX, CUCTEM, NepesjaloLLnX BHYTPUKNETOUHbIE CUTHa/bI OT PELLEenTOpPOB.

Kpome TOro, uMMyHogeuLumutbl MOryT 6bITh CBA3aHb! C MOMMOP(U3MOM re-
HOB PeLLenTOpoB BPOXAEHHOro uMMyHuTeTa (TLR 1 p.) UWTOKMHOB Y pasHbIX WH-
OMBMAOB, 00YCMOBMEHHBIM 3aMEHON eAMHWUYHbIX HYK/1e0TUA0B, NPUBOAALLENA K CHU-
XKEHUIO UNW YBEIMYEHWIO NPOAYKLUM COOTBETCTBYIOLLUMX PELenTOPOB U LIUTOKMHOB.
Bo3gencTBmnsa pasfMyHbIX areHToB B TakKUX CUTyauusX MPUBOLAT K MaTON0rMyecko-
MY MOBBILLEHWIO WM CHKEHWIO MX YPOBHSA. HU3KUIA YpOBEHb MPOAYKLUM LUTOKM-
HOB, TaKXe Kak W BbICOKWA, npu Bo3genctsumn JIMC (3HAOTOKCMHA) MOXET OblTb
NPUYMHON Pa3BUTMA cemncuca, 0CO6eHHO NPY HaMUMK annens 2, 0TBETCTBEHHOIO 3a
BbICOKMi1 YPOBEHb PELeNTOPHOro aHTaroHncTa UJ1-1.

Hamn [Hosukosa B.W., 1985] o6cnefoBaH pebeHOK € HapylueHvem MIF
(PMMT)-06pasytoLiein cnocobHocT T-numdounToB. HecMoTps Ha AoCTaTouHOe
KOMM4ecTBO T- 1 B-IMMOLUTOB M UMMYHOTI06Y/IMHOB, Y pebeHka (1 mec.) @M/
He 06pa3oBbIBasICS, U OTCYTCTBOBA/A PeaKLUys Ha MUTOreHbl, YTO MOr/0 6bITh 06Y-
CNOBNEHO BPOXAEHHbIM AeULMTOM BbIpabOTKN MeamaTopoB MY3T. STOT MMMYHO-
LeuunT BbI3BaN MHPEKLMOHHBIA NpoLecc, NpU KOTOPOM YC/OBHO-NaToreHHas MuK-
pothiiopa npuBena K pacniaBfeHuio Y HeKpo3y TKaHei, 601bHON yMep OT AecTpyK-
TUBHOMN NMHEBMOHUN.

M3BecTHbI annenu reHa npomotepa ®HOa ¢ 3aMeHON HYKNeoTWAOB B MOJO-
»KeHnm -308 (G-A), 4T BefeT K yBenmyeHuto npogykumm ®HOa B 2-5 pa3 1 4yBCT-
BUTENbHOCTM K CeMncucy, Torga Kak B MnosioXKeHun -238A - K ero CHUXEHUO B 2-3
pa3sa ro OTHOLLEHUKO K HOpMe.

AnccmmnHmnpoBaHHas BLK-uHGeKuma 6bina accoumMupoBaHa y AeTeld ¢ fe-
thekToM npogykumn @HOa Makpodaramy npu CTUMYNALUN UHTEP(EPOHOM-Y; 06Ha-
pyxeH pgetekt ero peuentopa (IFN-yRI) n myTaums reHa xpomocombl 6022-023
(Walkie et al., 2000; Uthaisangsook et al., 2000). BTopoii cnyyaii Takoi MH(eKLMK
6bin cBA3aH C MyTauuein pi uenu peuentopa WJ1-12, KOTOpbIA CTUMYMPYET CUHTES
MH®-y (Lammas et al., 2000).
































































































