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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
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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).



MyTaums reHa cyoveanHuLpl ps5 peuentopa ®HO (TNFRSF1A) npusoaut K
HapyLueHnto cBa3biBaHWA ®HO, NOBLIWEHUIO ero YPOBHA, NNXOpajke, apTpuTam,
KoHbroHKTUMBMTaM (TNF receptor-associated syndrome - TRAPS).

OnucaHbl gegekTbl N1-2 n PL1-2-peuentopa. AeduumT MN/1-2 npoTekaeT Kak
KOMGVHVPOBAHHbIA CO CHUXEHNEM KOHLIEHTPaLMU UMMYHOTT06YNMHOB U YTHETEHU-
em nponugepaymn numgouutos [Wemberg K., 1990], go6asneHune B KynbTypy
3K30reHHoro WJ1-2 BoccrtaHaBnuBaeT nponudgepayunto. Xota WJ1-2 06nagaeT cpoa-
CTBOM K OTHOCWUTE/IbHO HEMHOTMM K/IETKaMm, UMeKLMM K Hemy peuenTopbl (T-
nmoumnTel, B-numdountsl, NK-KNeTkn, MOHOUUTLI), AedeKTbl ero reHoB Conpo-
BOX/AIOTCA HE TO/IbKO YTHETEHNeM nposnugepaumm 1 anonto3oM T-AMMGOLUTOB, HO
1 reMoIMTUYECKON aHeMueld, NoBbieHVeM YpoBHS 1gGl 1 IgE, XpOHUYECKUM 3HTe-
POKONUTOM M Apyrumu adektamu. Ele pasHoobpasHee NposBAEHUS TeHOB Lenei
ero peLienTopa; Npu MyTauusax reHa P-Lenu pasBrvBatoTCA ayTOUMMMYHHbIe 60/e3HM;
«HOKayT» reHa y-Lenu, o6Lein Ang ApYrux UMTOKMHOB, BbI3blBAET TSHXKESbIA KOMOK-
HUPOBaHHbI UMMYHOAE(PNLIMT.

MyTaums Hn2Ra (CD25) conpoBoxpganach MHEBMOHWAMM, KaHAUAO30M, ra-
CTPO3HTEPUTOM, TMMKOaEHONATEN 11 HU3KMM YPOBHEM IgA.

Oeduumnt peuenumm T-6nactamm W1-1 y manbymka co4eTancs ¢ OTUTOM M
MHEBMOHMVAMU. Y UMTbIBASA MHOXECTBO asI/1efIbHbIX BAPUAHTOB MEHOB BCEX LUTOKMHOB
M X PeLEenTopoB, KOTopble onpeaenstoT 10-KpaTHble MHAMBUAYabHbIE Pa3nnNuuns B
NPOLYKLUMN LIUTOKMHOB U COOTBETCTBYHOWMX peLienTopoB (KoHeHkoB B.U., 2003),
BEPOATHOCTb BO3HUKHOBEHWS WX Pa3fIMYHbIX NaTON0MMUYECKNX KOMOMHALUMA - Kak C
BbICOKMMU, TaK 1 C HU3KMM YPOBHEM aKTUBHOCTM Ype3BblYaiiHO BeNnka. MoaTomy He
meHee 10-15% nogeli MMEKT reHeTUYeCKY0 MpeapacrnonoXeHHocTs K A/, n xoTa
He Y BCeX BO3HMKAeT nepBuyHas NAb, HO MOXeT 6bITb - BTOpUYHas. CnefoBaTtesib-
HO, B OCHOBE MHOIMX KaK MepBUMYHbIX TaK U BTOPUYHbIX VB NeXnT reHetuyeckas
NpeapacnonoXeHHOCTb MHAMBUAYYMA K UX Pa3BUTUIO, 0COBEHHO MOJ, BNSHUEM MU-
HOPHbIX BO3AENCTBUIA.

Jeunumntbl CUCTEMBI XEMOKMHOB CBf3aHbl C MyTauusMy MX reHos. MyTauuu
reHa pewenTtopa xeMoknHoB CXCR4, B3aMOAECTBYIOLLENO C YIEHOM CeMelicTBa
CXC xemokmnHoB SDF-1 (stromal cell-derived factor, CXCL12) npuBoanT K yrHete-
HUIO MUrpauyn NenKoLMTOB M3 KOCTHOIO Mo3ra. Pa3BuBaeTcs fielikoneHus, rumno-
raMmarnofy/iMHeMus, CHUXAaEeTCa KONMYECTBO MpPeALIECTBEHHWKOB T-KneTok, B-
KNeToK NamsaTW. Y [feTell HabMOAAOTCA XPOHUYECKMe GakTepuasibHble UH(eKLuY,
BUPYCHbI/ NanuiiomMaTos Koxu, B-numgombl.

MoBbILLIEHHAA BOCMPUUMUMBOCTb K UH(EKLMN BCTPEYAETCA B CBA3W C YMEHb-
LUEeHVEM afAre3vBHbIX CBOWCTB NEMKOLWTOB, Ae(eKTOM 3KCMPeccum NoBePXHOCTHbIX
MeMOpaHHbIX 6eNKOB - MHTErpuHoB (B YacTHocTw, LFA-1 nam CD11), 0TBETCTBEH-
HbIX 38 MEXK/ETOYHble B3aVMOAENCTBUS.

Mpn numgonponngepaT!BHLIX CUHAPOMAX Ha NMMQOLUTAX BCTpevaeTcs fe-
thuumnt Fas (CD95) peLienTopa Wim ero InraHaa, U3-3a Yero HapyLleH anonos.

BcTpeyvatotca MyTauumn CD3y Lenu Co CHUDKEHHON akcnpeccueid CD3 Kom-
nnekca Ha T-nMmdouuTax.



JdedhmuynTobl haroumTos

M3BECTHbI MHOMOUMC/EHHbIE KONUYECTBEHHbIE U (DYHKUMOHa/IbHbIE AetheKTbl
MOW- U MOHOHYK/eapHbIX (MOHOLUMTbI, Makpogaru) (arouuToB, KOTOPble MOXHO
06beaVHUTL B 4 rpynmbl:

- HepocCTaTouyHast aKTMBHOCTb (hepMEHTOB (DAroLMTOB MPOSBSETCH CHUXKEHUEM
6aKTepMUMAHOA aKTUBHOCTM (HeLOCTATOYHOCTL Muenonepokcuiassl, HALD-
H-okcnaasbl, (hepMeHTOB FeKCO30MOHO(OCHATHOrO LUYHTa U 06pa3oBaHmA ne-
pekucu Boopoaa).

- HapylleHve CMOHTaHHOW W WHAYUMPOBAHHOW MOABWXXHOCTU (XEMOTaKCUCa)
tharoumToB, 06yCNOBMEHHOE fedeKTaMn CTPYKTYpbl COKPaTUTE/bHbIX 6elKoB
(aKTVH) 1AM CTPYKTYpP, BOCIPUHUMAIOLLNX U PeaN3YHOLLMX XeMOTaKCUYecKmne
CUTHANbL.

- [JedeKTbl B CTPYKTYpe MembpaH KNeToK, HeAoCTaTo4Hash 3KCMpPeccus Ha HuX
monekyn agresun CD11/CD18; peuentopoB ansi C3-KOMMNOHEHTOB KOMM/e-
MeHTa, peLenTopoB Ans Fc-hparMeHToB MMMYHOrN06Y/IMHOB U LIUTOKMHOB.

- HefoCTaTOYHOCTb (PAKTOPOB CbIBOPOTKWM KPOBW, HEOBXOAWMBIX NS HOPMasb-
HOW (hyHKUMK (haroumToB (ONCOHMMbI, XemMoTaKcuyeckmne hakTopbl).

Ecnu nepBble TpU rpynnbl - 3TO AeteKTbl camux (haroumToB, TO NOCNeAHss
rpynna o6ycnoBneHa HeAoCTaTOYHOCTbIO BCMOMOratefibHbIX (hakTopoB (Tabn. 1).
OnucaHo couveTaHue AethekTa 3KCMPeccUM Ha MOoHouMTax peuentopoB ana 1gG wu
C3b, pethekTa harounTosa, HLA-DR aHTWreHoB u gedmumuta LUTOCKENETHOIO BU-
MeHTUHA C OTpuuatenbHbiMM npobamu MY3T, 4TO CONPOBOXAAIOCH PeLnanBU-
pYIOLLERA NUXOPaSKOA U MH(EKLMEN CM3UCTLIX 060/104EK U KOXU. 3BecTeH aethu-
umT FcyRINIb peuentopa n aHTureHoB NAL n NA2 y matepu ¢ ayTOMMMYHHOW Hei-
TponeHwuein (CD 16) y pebeHka.

XpoHunyeckas rpaHyfneMato3Has 60n1e3Hb 06ycn0BneHa gedeKTamMmu rpynmbl
reHOB U XapaKTepusyeTcsl TeM, YTO MOSMHYKNeapbl CMOCOBHbI K (haroumTo3y, HO He
nepeBapmBatoT MOr/OLEHHbIE KaTanasono3nTUBHbIE MUKPOGLI (CTAPUIOKOKKM, aHa-
3po6bl). B 0CHOBe 3TOro MpoLecca fexaT MyTauum B XpOMOCOMHBbIX I0Kycax 1g25,
7qll.23, 16qg24, Xp21.1 n getekt HALO H-okcupasbl, KaTamMsnpyowmii npespa-
LLieHNe €2 B CyNepoKeua-aHMoH OT, HeO6X0AUMBINA Ans NPOosBeHUs 6aKTepULMAHON
aKTMBHOCTU HEeWTpodunoB. AKTUBHASA OKCMAa3a COCTOUT U3 [ABYX MeMOpPaHHbIX
(gp91 un p22- phox) n gByx unTonnasmatTuyeckmx (p47- phox n p67-phox) cybvean-
HUL. B 70% cnyuyaeB BcTpeyaetca feduumnt gp9l- phox (X-cuenneHHblid), B 20%
nedekTbl p47 1 B 5% - p22 (ayTOCOMHO-peLiecCUBHbIE). B dharoumTax nepcucTupyoT
KaTanasononoxuTe/lbHble CTalUNOKOKKM, KNebCuensbl, CanbMOHeNbl, KULLeyHas
nasouka, rpnbsl (Jambaesa n ap., 2002).

KnuHnka: yxe Ha 1-4 rofly >KU3HW y [eTeil BO3HMKAKOT 3K3eMaTO3HbIl gepma-
TWUT, THOMHbIE NOPAXXEHUA KOXU, abCLEeCcChl B pa3NNYHbIX OpraHax, renatocrnieHome-
ranvs, MMMageHnTbl, 6POHXONHEBMOHUN, fepMaTUTbI, Anapes U Ap.; NPUCOeSUHS-
eTcs rpubkosas MHpekuusa [Fomec J1. A. n ap., 1991, Gallin J. I, 1990].

J1abopaTopHbIMU LMarHOCTUYECKUMUN KPUTEPUAMU CNYXaT: OTCYTCTBUE WU
pe3Koe YrHeTeHWe KMAuHra (aroumMTUpoBaHHbIX GakTepuidA U rpuboB, OTpULATENb-



Hble U CHMXeHHble HCT-TecT, XeMUTIOMUHECLEHLMA Tocne (haFOMMTOSa vyactuy 3n-
MO3aHa Unun naTekca n XxemoTakCcuc HEIZTpOdJVI]'IOB.

Tabnuua 1
MepBryHbIE Ae(eKTbl (YHKUMM (haroumToB
Matonorus PYHKLMOHASb- MopaxeH-  [OedekTHbli  Hacne-  ConyTCTBYHOLLMIA
HbI fedekT Hble KNeTKN ~ MexaHusm  [loBaHue npu3Hak
XpoHMYecKuii YHUUTOXEHNE H,M Boipabotka AP, X  BonvaHka y marte-
rpaHynemMaros GakTepuii Cynepok- pei
cmaa  Ku-
cnopoga
HepocraTou- To xe H,M To xe AP
HOCTb Muenone-
pokcuAassl
BonesHb Yepma- [lepeasmkeHne u H,M Jlnsoco- ! Vi3meHeHne oOkpa-
Ka-Xuracu YHUUTOXEHWE MasbHble CKW BONOC, rpaHy-
GakTepuii rpaHy/bl Nbl B (haroyutax
HepocTarouy- MepenBuxKeHne H Monumepun- AP
HOCTb  CBAI3blBaA- 3auma  ak-
HWA aKTUHa TUHa
CvHAapom To xe H ! AP HapyLueHue
LLIBekmaHa (YHKUMKU  NofKe-

NyaouHOI xenesbl
Hepgoc3aTou- Afresns,  Xemo- H,M CDl]éCDl AP
HOCTb agresum  TaKcuc

MpumeyaHue: H - HeiiTpodunbl, M Makpodarn, AP - ayTOCOMHO-peuuccusHoe, X -
CcLiensieHHoe.

JleyeHve: MOCTOSIHHAA aHTWGaKTepuasibHasA, NPOTUBOrPUOKOBas Y CUMMTOMA-
Tnyeckaa Tepanus, VN®H-y, neiikouutapHas macca, nepecajka KOCTHOrO mo3ra, no-
NMOKCUAOHUIA CTUMYNIMPOBAN KUAMWHT CTaUIOKOKKOB Y Takmx 60MbHbIX (JambaeBa
n ap., 2002).

HefocTaTo4HOCTb F1H0K030-6-hocdaT-AernaporeHasbl BeAeT K HapyLUEeHUIo
KWNMHIa MAKPOGOB M PasBUTUIO KIIMHUKM XPOHWYECKOro rpaHyneMarosa B coyeTa-
HUM C TEMONUTNYECKON aHeMueid 13-3a geduumTa epmeHTa B sapuTpoumTax. Juar-
HO3 OCHOBbIBAETCA HAa HE[OCTAaTOMHOCTU (DEPMEHTa U KUNIWHra 6akTepuidi u rpubos
(Kasgnga).

HegocTaTouHOCTL Muenonepokcuzasbl (epmeHTa asypouibHbIX FpaHyn
HenTpogmnoB 1 moHoumToB (YactoTa 1:4000) obycnoBneHa Myraumein ee reHa; oc-
NabnaeTcs KWUAMUHE MUKPOOOB, YTO MpedpacnonaraeT K KaHAWA03HOM W cTaduno-
KOKKOBOI MH(EKLMSM.

CuHgpoMm Yepmaka-Xuracu - ayTOCOMHO-peLMCCBHOE 3aboneBaHue, 06y-
CNOB/IEHHOE MyTaumeli reHa nepeMeLLeHNs IM30coM B nokyce 1g42-q44, 4to Npueo-
onT K HapyweHuto LYST (lysosomal traffiling regulator) v nosiBfieHWIO rUraHTCKMX
rpaHyn; KIMHWYECKM XapaKTepu3yeTCcs MOBbILEHHOW YyBCTBUTENLHOCTbIO K FHOM-
HO 1 BUPYCHOMN MH(EeKLMM 1 0cnabneHnemM OKPacKy BOJMIOC, KOXM U Pagy>XKu rnas.
B uutonnasme HeWTpoOpMIOB M Makpotharos, TPOMOOLMTOB, MeNaHOLMTOB, renaro-



uuTax, anUTeNMK NoYek 1 4p. NosBAAIOTCA a3ypounibHble TMraHTCKMe rpaHynbl, 06-
pasyloLimecs BCNeACTBUE CAMSHUA LMTOMMA3MaTUYECKUX FpaHyn. B HeiTpodunax
OHW cofepxxaT Muenonepokcugasy. OfHOBpeMeHHO HabMoAalTCs MaTonornyeckas
arperaums MenaHocoMm B MenaHouuTax W, Kak cneAcTeue, anbouHU3M. [oBbILeHHas
NpeapacroNoXeHHOCTb K MHEKUMM 0OBACHAETCA HapyLleHWeM npolecca nocTyn-
NEeHNs MVenonepoKcMaasbl B BaKyonu 1 cnabbiM OTBETOM HEATPO(UIOB Ha XeMOTaK-
CUYECKMe CTUMYIbI.

[unarHocTuka: BbISIBNEHUE TUraHTCKUX rpaHyn B HEMTpodmiax npu OKpacke
Ha MUWenonepokcuaasy; HapyLleHue KUNAMHra 6akTepuil, XapakTepHas KMHUKa -
renatocniaeHmeranms, anboUHNU3M KOXM, BOOC, a3, MuMgoaseHonaTms, GpOHXMUTbI,
MHEBMOHMM, abCLECChl B KOXE M KeTyaTKe, (PoTo(hobus, 4acTo peTUKYNApHbIe 310-
KayeCTBeHHble MMGOoMbI. MogaBnaowas YacTb 60/bHbIX normbaet go 7 net. Mpe-
HaTa/lbHasd AMarHOCTMKa BO3MOXHA CO 2-T0 TpMMecTpa 6epeMEHHOCTU: B K/ETKax
aMHUWOHA, XOPUOHa, NelikoLMTax BbISBAAIOTCSA (octatasa - MONOXKUTENbHblE Kpyn-
Hbl€ IN30COMbI.

JleyeHue: nonesHbl BbICOKMe A03bl BuTamuHa C (500 mr/cyTku - peTsm, Ao
2000 Mr/cyTKu - B3pOC/bIM), YCUMBAIOLLME KUMIMHT BaKTepUil, B THKENbIX CyYasnx
- CMNNEH3KTOMUS, Mepecaska KOCTHOro Mo3ra.

[edeKkT QyHKUMM aKTUHa B HelTpodunax 06ycnoBfieH OTCYTCTBMEM €ro
nonMMepusaLm B BOIOKOHLAX, B CBA3M C YeM HapyLlaeTcsi UX MUrpauus B oyar
BOCMa/IeHMs N OTBET Ha XeMOTaKCUYECKME CUTHATbI.

Oedunumnt agresun neiikountos, LAD (Leucocyte Adhesion Deficiency) -
HacneAcTBeHHOe 3abonieBaHve, nepefaroLLeecs no ayTOCOMHO-PELMCCUBHOMY TUMY
006YyC/MIOBMEHO HApYLUEHWEM 3KCMpPecCMM Ha JfekouuTax MONEeKyn aaresum —
CD11/CD18 LAD-I n3-3a feekta reHa B flokyce 21g22.3. OnucaHo meHee 100
cny4aes 3Toro cuHgpoma (Kosanes .M. n gp., 1995).

CD 18 cny»uT p2 Lenblo MHOMUX MHTETPUHOB, UMEIOLLIMXCA Ha NelikouuTax, B
TOM uyuncne LFA-1 (CDIla/CD18), npucyTcTBytOLLErO Ha T-AMQOLMUTaX U HEATPO-
thunax, moHouymtax, CDIIb/CD18 (MAC-1), ABnstoLieroca peuentopom gns ic3b
(CR3) ¢parmeHTa komnnemeHta u CDIIc/CD18. Mpu LAD-1 u3-3a OTCYTCTBMS
CD18, LFA-1, MAC-1 HapyLUaeTCsi B3aMMOAENCTBUE NEKOLMTOB C APYTMMU KNEeT-
KaMu, HeTPO(UbI He CBA3LIBAIOTCA C K/IETKAMU 3HAO0TENNA Y He MUTPUPYIOT B TKa-
HW B OTBET Ha XeMOTaKCMYeCKMe CTUMYbI, HE B3aMMOLENCTBYIOT C MUKpo6amm, no-
KPbITbIMU KOMM/IEMEHTOM.

CuHgpom LAD-1l KNMHWYECKM CXOAEH, HO YXe Ha 3Hfotenmn Het CD15s-
NUraHfa, ¢ KotopbimM cBasbiBatoTcs CD62 P, E, L-cenekTWHbI (arouutoB Ha atane
«KayaHus» (PONNVHI) nepef NPUKpensieHneM K aHAoTenuto. MNpoTekaeT fierye, HO €
3a/1ePXKKO YMCTBEHHOTO M (h13MYECKOTr0 PasBrTHs pebeHka.

PasnuyaloT TSKenoe u CpefHETSHKENOe TeUeHWe B 3aBUCMMOCTU OT CTerneHu
HapyLLeHUuiA aaresunu. Pa3BrBatoTCa MH(EKLMOHHBIE MOPAKEHNS KOXMN U CUSUCTBIX
060/104eK, BO3HUKAIOT He3aXXMBatoLLMe A3Bbl MPU cnaboM 06pa3oBaHWK THOA. Y fe-
Tell - peuManBbl NMMOTEHHbIX UH(EKLUIA C MepBbIX HeAeNb XU3HW, OM(auT, CUHY-
CUTBI, NUOAEPMUN, TPAXeOBPOHXMTBI, MHEBMOHUW, CENTULLEMUS.

[OunarHocTuka: otcytctaue unm cnabas (3-10% Hopmbl) akcnpeccus CDIIb -
27% (Hopma - 72%), CD18 - 22% (HopMma - 85%), KOMM4YeCcTBO HeWTpo(uioB B



KpoOBM pe3Ko yBennueHo (B 5-10 pa3s), HapyLUueH WX XemMOTaKCUC, HO He KUAMWHT.
OueHKa aare3un Ha nnactuke - npuamnatoT 13% Heitpodunos (B HopMe 30-90%).
Mpu LAD-II otcyTcTBYeT aKcnpeccus CD 15s (Hopma - 70%).

JeyeHve: aHTMbaKTepuanbHas Tepanus, CTUMYNATOPblI XeMOTakcuca, Neriko-
LmMTapHas mMacca, TpaHcnaaHTauus KOCTHOro Mo3ra; reHHas Tepanus.

ATrpaHynouuTosbl 1 HeATPONeHUU. JIeMKONEHNN - CHXXEHUE YPOBHS Nieid-
KOLMTOB KPOBW, 06bIMHO HEMTPO(UIOB, HEPEAKO C MOSIBEHWEM HOHbIX KeToK. Mo
CTEMNEHN CHWXEHWSI UX YPOBHS Pa3nunyaloT: nepsast CTeNeHb - HelTpogmnos 6onee
1,0x10%; BTopasa - 0,5-1,0x10 /n; Tpetbs - 0,1-0,5x10%; uerBepTas < 0,1x10%.
Jlerkvie HelATPOMEHUMN MOTYT KAIMHUYECKN He NPOABNATLCA. CpefHETsKEble U TsKe-
Nble, KaK npaBuno, CNyxaT NpuunHoin N, n conpoBOXaaloTcs 6akTepuanbHbIMK 1
rPMOKOBLIMY MHEKUMAMU. ArpaHynoLMTo3 —N0MHOe OTCYTCTBUE FPaHy/NoLuUTOB B
KpOBW, 4acTO COMPOBOXAAET TAXKE/ble HEMTPOMEHUN.

MpuunHamy  NPUOBPETEHHBIX NEVKOMEHWIA CNyXXaT: TOKCWUYECKME areHTbl
(XMMmUnYecKre BellecTBa, paguauuns v Ap.); NeKapcTBeHHble Mpenaparsl; ayToaniep-
rMyeckune peakuumn; BUPYCHbIe MH(EKLMM; ONYXONn; ronofaHue.

BpoxaeHHble HeliTponeHun (HelTpogmnnos meHee 0,3x10%) MoryTt 6biTb
OCHOBOIA pa3BUTUSA HEJOCTATOUHOCTM (hYHKUMIA HEATPO(MIOB, BeAyLLeln K cTadmiio-
KOKKOBO MH(beKUuM 1 rnbenu geteid. Mpy MHHAHTUABHOM NETanbHOM arpaHy/iouu-
TO3€ KOMMYECTBO HEMTPO(MIOB PE3KO YMEHbLUEHO WM OHU BOOGLLE OTCYTCTBYHOT
(Anekcees H.A., 2002).

BpoxaeHHble HelATponeHWu - rpynna 3a60neBaHWi, pa3BMBatOLLUXCA B paH-
HeM [eTCKOM BO3pacTe W He CBA3aHHas C M3BECTHbIMU NpUYMHaMy 1 3ab0neBaHuUsA-
MW, B TOM 4Yucfe ¢ aytoannepruein. HWKHWe HopManbHble AMarHOCTUYECKME YPOBHM
abCcoMOTHOr0 KONMYECTBA HEMTPOQUIOB B KPOBU COCTABNAIOT: 1-A HeAens XM3Hu -
1,8x10%, Bo3pacT go 1ropa - 1x10%, crapwe 1 roga - 1,5x10%. VX cHuxeHue
yKas3blBaeT Ha HeiTponeHuto. Mpu ypoBHe HeiTpounoB MeHee 0,5x10% uvacTtoTa
NH(EKLWIA pe3Kko YBENYMBAETCS.

VIHheKUMM KOXW 1 TKaHel (abeuecchl, (ypyHKY/bl, CENTULEMASA) BO3HUKAKOT
npy TXKeNbIX HeldTponeHusx. Mpeobnagatolas iopa B o4arax NOpaxeHus - cTa-
(DUNOKOKKK, KWLLEYHAA Y CUHErHOWHas NafoyKu.

Bpo>KAeHHbI arpaHynouuMTo3, TaXKenas BPOXKAEHHAs HeldTponeHus (CuH-
Apom KocTmaHHa) 06ycnoBneHbl feeKTaMy reHOB, OTBETCTBEHHbLIX 38 NPOAYKLMIO
rpaHynoLmMTapHOr 0 KofioHuecTumynupytoLlero gakropa (M-KC®) v conposoxaaeT-
€Sl CTOMKOW HeliTponeHueit (<0,5x10% HenTpoguIoB B KPOBM), YIHETEHNEM CO3pe-
BaHWs HEMTPOMNNIOB B KOCTHOM MO3re Ha CTafuu NPOMUENoumMTa, pasBuTUEM TsHKe-
NbIX 6aKTepuaibHbIX MH(EKUMA. [MarHo3 OCHOBbIBAETCA HA aHaMHese, KAWHUKe,
YPOBHE HEATPonIOoB. JleyeHne: peKOMOUHaHTHbIN M-KC® (G-CSF) - ¢mnrpactum,
HeinoreH (3-60 MKr/Kr) yBennumBaeT YpOBEHb HEATPO(UIOB B KPOBU, a FpaHyfouu-
TapHo-MakpodaranbHblii (GM-CSF) - He athekTrBeH. MNpn oTCyTCTBUM 3th(heKTa oT
-KC® pekomeHayeTca nepecasika COBMECTUMOrO KOCTHOIO MO3ra.

Linknnyeckas HeWTPONeHWs XapakTepusyeTcs MeproAMYEcKUM nafeHuem
ypoBHs (A0 <0,2x10%) HeinTpodmnoB (Yepe3 Kaxible 3 Hepenn) B TeveHue 3-10
[Hei, YTo COMPOBOXAAETCS NMXOPaAKOW, numdoageHonaTyein, ctomatnTom, 6akre-
pUanbHbIMKU UH(EKLAMA. BO3HMKAET Yallle Ha NepPBOM oY XM3HW, HO MOXET ObITb



Ny B3POC/bIX U COMPOBOXAAETCA KMOHaNbHOM nponudepaupein CD56™- 60nbLImnx
rpaHynspHbIX AMmgounToB. MpUMEHSIOT KopTUKocTepouabl, M-KCo.

ANNIOTLLUMYHHbIE HEOHATa/lbHble HETPONEHUN BO3HUKAKOT Y HOBOPOXAEHHbIX
MHOTOpPOXaBLUMX MaTepeil Mpu HeCOBMECTUMOCTW aHTUIeHOB HEWTPOgWIoB, 0OCO-
6eHHO npn oTcyTcTBUM Y maTepn NA-1 n NA-2 aHTureHos Heintpogunos (NA -
Hynb (PeHoTuM), Ha KoTopbiX Nokanusyetcs FcyRIIb (CD16) - Hu3koad(hUHHBIRA
peuentop ans 1gG. MatepuHckre 1gG-aHTTeNa NPOHMKAIOT Yepe3 NnaueHTy U Bbl-
3bIBAOT HelTponeHuio y pebeHka o 6 mec. BeegeHune M-KC® ymeHbLUaeT aKcnpec-
cnto NAL 1 NA2 aHTUIeHOB 1 MOBbILIAET KOMMYECTBO HEATPO(MIIOB.

Mogynsaumm ypoBHS HEM T POIOB B KPOBM

VIMMyHOAe(hMLNTbI CONPOBOXAAIOTCS KaK CHUDKEHWEM, TaK U YBENMYEH/EM
YPOBHS HEMTPO(MNIOB B KPOBU, YTO 0ObIYHO COOTBETCTBYET /IEKONEHNN UNWN NEAKO-
umMTO3y. HelTpothnbl BbICOKOUYYBCTBUTENbHBI K Pa3/IMUHbIM UH(EKLNOHHLIM U He-
MH(EKLMOHHLIM BO3AENCTBMAM Ha OpraHu3M, KOTOpble Yalle NMpMBOAAT K MOBbILLE-
HWIO 1X YPOBHSA B KPOBW M aKTUBaLMW. Pa3nnyatoT (iU3noNormieckuii u natonoruye-
CKuI HeliTpodmnnes. Pusnonornyecknin Habnogaetcs nNpu U3NYECKOR Harpyske,
npveme nuwiM, npu 6epeMeHHOCTU. OH He COMPOBOXAAETCA U3MEHEHWEM CBOWCTB
nyna HenTpounoB 1 HOPMMPYeTCA B OCHOBHOM 3a CYET MPUCTEHOYHOrO Myna Held-
TPOMNIOB, KOTOPble aAres3npoBaHbl K 3HAOTENNKO COCYJOB 3a CYET MHTErpUHOB
(CD18/CD11a, b, ¢) n L-cenekTnHOB.

MoBbILEHNE B KPOBM YPOBHS HEATPOMMIOB - HENTpounnsa (HemTpodmnnes)
HabnogaeTca npy 1060M BOCMaIMTENILHOM MPOLLECCE U OTPaXKAEeT ero TskecTb. 10
[VHaMVKe YPOBHS HENTPO(MIOB MOXHO CyAWTb O MPOrHo3e 3a6onesBaHus. Elle
60/1bLUIEE KTMHWNYECKOE 3HAYEHNE MMEET CTeneHb AndhepeHLMPOBKN HEATPOMIOB B
psgy: HOHble - Ma/0YKOSAEPHbIE - CerMeHTosiaepHble. [0sIBEHNE B KPOBU HOHBIX,
KOTOpble B HOPMe He BCTPEYAlOTCS, YKa3blBaeT Ha TSKENbIA NPOLECC M UCTOLLEHME
KOCTHOro Mo3ra. «CABUr BNeBo» B (HOpMyfie KPOBW - He6MaronpusTHbIA MPU3HaK,
KOTOPbIA MOXET MPOrHO3MPOBaTLCS MO HAPaCTaHUK YPOBHS ManoYKOSAEPHbIX Hel-
TPOMIOB K CErMeHTOsAePHbIM (B HOpMe 1:15-1:30); NosiBNIeHWe B HUX MaTo/OrMYe-
CKOIA 3epHNCTOCTU TaKXXe He6MaronpuUATHLIA NpU3HaK.

HefocTaTo4HOCTE KOMM/IEMEHTA U APYrvX (haKkTopoB
BPOXAEHHOI0 MMyHUuTeTa (D.84.1.)

HepocTaTo4HOCTb /1060r0 KOMMOHEHTa CUCTEMbI KOMMEMEHTa MPUBOANT K
pasnuyHbIM 3a6oneBaHKAM (Tabn. 2). HekoTopble reHbl CUCTEMbI KOMMIEMEHTA /10-
Ka/M30BaHbl B 6-1 XpOMOCOME 1 acCoLMMpoBaHbl ¢ reHaMn HLA-cucTembl (FNaBHbIM
KOMMIEKCOM ructocoBmectuMocTtu). dedmumt Clg conpoBoXaaeTcs runorammarsio-
6ynuHemuieid, CKB-CMHAPOMOM, CUCTEMHbIM BAacKy/IMTOM, 60M1e3Hbi0 PeliHo, peuu-
[AVBUpPYIOLLE MH(eKumen (cenTuuemms, MeHUHIT); a CIr - nHekuuamn, rnoMepy-
He(hpuTOM C OTNOXKEHMEM B Me3aHTnyme novek IgM n C3b, Hekpo3om Koxu, CKB-
CUHAPOMOM.



Tabnmua 2
ﬂ,ed)I/ILI,I/ITbI CUCTEMbl KOMIJIEMEHTaA Ye/10BEKa
Oednuymnt Hacne- CuenneHue ¢ rnas-

thakTOopa  fOBaHMEe HbIM KOMM/EKCOM KnuHunyeckume nposisfieHns
rMCTOCOBMECTUMOCTM
(HLA-reHamu)

Clg AP MvoreHHble MHMEKLMK, CUHAPOM

Cir NOAOGHbIN CCTEMHOI KpacHOM

Cls BonyaHke (CKB), 6onesHb PeiiHo, cucTeMHble
BaCKy/IMTbl, A3BEHHbIA CTOMATUT, MOPaXeHue no-
yek

C4 AP + To xe

Cc2 AP 3014aHO4YHOMOAOGHbIN CHAPOM C (hOTOUYBCTBU-

TeNbHOCTbIO, BaCKy/NTbl, ayTOMMMYHHbIE 6ones-
HW, NHEBMOKOKKOBbIE cenTuueMmun

C3 AP — PeLmamnsupytowie nNuoreHHble WHMeKUMN (ge-
(DeKT OMCOHUHOB), MEHWUHIUTbI, MHEBMOHU

C5 AP CKB, rnomepynoHepuT, NH(eKLLra

C6 AP ? WHdekumn, Bbi3biBaeMble Heiiccepusamu, CKB,
rNIOMepPYNOHe(hpUTLI

C7,C8, C9 AP "0 e

Wurnbutop Clg AL HacnefcTBeHHbI aHMMOHEBPOTUYECKMIA OTEK

VHakTnBaTop AP Bo3spaTHble NMOreHHble MH(EKLMK

C3b

MponepanH "0 e 1 HeliccepuanbHas UHDeKLMA

dakrtop D CUHYCUTbI M GPOHXUTBI

MpumMeyaHune: AP - ayTOCOMHO-peLeccMBHoe; Afl - ayTOCOMHO-AOMUHAHTHOE.

JednumT C4 KOMMNOHEeHTa BCTpeyaeTcs Y 1% HaceneHus, ualle y [eBOYeK,
MOXET 6bITb 6eCCUCMMNTOMHbIM; MPOSBASETCA CUHAPOMOM Nofo6HbIM CKB, HO OT-
cyTcTBYHOT LE-KneTkm n aHTu-AHK aHTuTENna, BO3MOXEH MHCYNMH3aBUCKMbIA Ca-
XapHbIii AnabeT, 0TMeYaeTCa rmnepKpeaTos KoXu fafoHein 1 cton.

JednunT C2 CONpPOBOXAAETCA ayTOMMMYHHbIMK 3aboneBaHusamu, CKB-
cuHgpomom (6e3 aHTU-AHK aHTuTen m LE-KneTok), NOBbIWEHHOW (OTOYYBCTBM-
TeNbHOCTbI, BACKYNNTaMW, NMHEBMOHUAMMW, MEHUHTUTaMK, CENTULLEMUEA.

JedmunT C3, NpvBOAUT K HEAOCTaTOYHOCTU OMCOHWMHOB; accoLUMpoBaH C
CKB-CvHAPOMOM, apTpanrusaMu; fepmatvtaMmu, roMepy/oHedpuTamu, ayToum-
MYHHbIMW 3a60/1€BaHNAMK, YAaCTO BCTPEYAOTCS MHEBMOHWUMN, MEHUHIUTbI, NEPUTOHU-
Thbl, BbI3blBa€MbIE MHEBMOKOKKAMM, HECCEPUAMU, CTAPUNIOKOKKAMM.

JednunT C5 BbI3bIBaET HEAOCTATOYHOCTb XEMOTaKcuyeckoro aktopa Cba,
NPUBOANT K MEHUHTOKOKKOBBLIM MH(EKUMAM, pa3suTuio CKB.

JeuunT C6 NpUBOAUT K PasBUTUIO TOHOKOKKOBbLIX U MEHUHTOKOKKOBbLIX WMH-
(hekuuin, CMCTEMHON U ANCKOMAHON KpacHOW BOMYaHKe, cuHapomy LLlerpeHa.

LeduvunTel C7-C9 accoymmpoBaHbl ¢ CKB 1 peymamBamm HeinccepuanbHbIX
NHEKLMIA.

3TN feduuUnTbI HacnefyroTCa N0 ayTOCOMHO-AOMUHAHTHOMY TUMNy. Y roMosu-
FOTHbIX 60MbHBIX HEAOCTaTOYHOCTb NPOSBASAETCA B TAXENOM BapuaHTe C 4YacToToN
1;1500-1:3000. [edekT npefpluyLLlero KOMMOHEHTa KOMMIeMEHTa 61OKMPYeT aKkTu-



BaLMIO MOCMEeAYHOWMX 32 HUM KOMMOHEHTOB. 03TOMY He MOSBASIOTCH NPOMEXy-
TOUYHble NPOAYKTHI aKTUBALMK, YUACTBYHOLME B peakuusax aHaunakcum v socnane-
HUs.

B cBA3M C Tem, YTO OT KOMMJIEMEHTA 3aBUCAT arperauus U pacTBOPUMOCTb
MMMYHHbIX KOMIJIEKCOB, HapyLleHne 3TUX ero (yHKLMA MOXET BblTb MPUYMHOIA
pasBMTMS UMMYHOKOMIIEKCHOM naTtonorun. [edekTbl B CUCTEME KOMMIEMeHTa
npegpacnonaralnT K BO3HUKHOBEHMIO HethpuToB, CKB, CKB-cuHapomoB, pasnunu-
HbIX BaCKy/MTOB. OCOOEHHO TeCHas CBA3b UMEETCA MeXAy AeULMTOM KOMMOHEH-
TOB KMaCCUYECKOro NyTW akTuBauuu v 60M1e3HAMU UMMYHHbIX KOMNaekcos. K no-
CnefHUM NpesapacnonoXeHsl oy ¢ geuumtom CL n C4.

CHWXeHMe reMonnTUyeckoin aktmsHocT (CH50) MOXeT Habnogatbca Kak
BTOPUYHOE COCTOSHWE MPU Pa3fIMUHbIX MHDEKLMOHHBIX M ayTOMMMYHHbIX 3a60se-
BaHUsIX, COMPOBOXAAIOLLMXCSH 06pa3oBaHMeM UMMYHHbIX KOMMIeKCoB. OfHaKO OHO
MOXET yKa3blBaTb U Ha AeULMT KaKoro-To (haktopa cUcTeMbl KOMNaeMeHTa. Kpome
TOro, B KPOBWM MOTYT MOSBAATLCA NPOAYKTbI aKTUBaLMW CUCTEMbI KOMM/IEMEHTA, KO-
TOPblE XapakKTepu3ylT Mpouecc BocnaneHus: aHagunoTokcuHbl Cda, C3a, Cba,
thparmeHTbl C4d, Ba, C3dg, membpaHoaTakytowme Komnaekcbl C5-C9 u gp. Wx on-
pefeneHne UMeeT NMPOrHOCTUYECKOe 3HaYeHMe.

M3BECTHbI reHeTUYeckme AedeKTbl ABYX PErynsTopHbIX (akTopoB CUCTEMbI
komnnemeHTa: Cl-uHrnéutopa (yposeHb B Hopme 0,18-0,48 r/n) n C3-nHakTBaTopa
(8 Hopme 0,16-0,25 r/n).

Dedpununt wnHruoutopa Cl-actepasbl. Hacnegyetca Mo ayTOCOMHO-
[LOMVHaHTHOMY TUMY; CHUXEHO cofepxxaHue nHrméutopa Cl-KOMNOHeHTa CUCTEMbI
KOMMNEMEHTa, YPOBHU T-, B-nnMdounToB 6m3ku K HopMe. CL-MHrmbutop nogas-
NAET TaKXKe aKTUBHOCTb KUMMHA 2 U 6PafMKUHUHA, KOTOPbIE BbI3bIBAKOT COKpaLLEeHVe
K/IEeTOK 3HA0TeNMA ¢ 06pa3oBaHMEM Lueneld, Yepe3 KOTopble nna3mMa BbIXOAUT B TKa-
HW. Mpn 1-om Tune - fAedeKTHbIA reH: He o6pasyetca PHK-TpaHckpunTasa Cl-
NHrnémTopa, npu M-om TMne o6pasyeTca AeEKTHbIA UHIMBUTOP.

MexaHuam 1 KamHuka: Aeduynt Cl-MHrméuTopa (Or-HelipoaMUHOINKO-
NPOTENH) NPUBOAUT K BO3HMKHOBEHWIO PELMAMBUPYIOLLEr0 HAcNeACTBEHHOr0 aH-
FMOHEBPOTUYECKOIO 0TEKa, KOTOPbIA HE06X0AUMO AudhepeHLMpoBaTL OT annepru-
yeckoro. BcTpeuaeTcs B ceMbsiX - 60/1€t0T 6paThs, CecTpbl, poautenu. CTeneHb Bbl-
pakeHHOCTU feduunTta pasnuyHas. Mpu NoMHOM OTCYTCTBUM WMHIMGWUTOpPA OTEKU
yale n TsXKenee; BOSMOXHA CTPYKTYPHO-(OYHKUMOHa/IbHas ero HefoCTaTOuHOCTb
npu HOpPMalbHOM YpOBHe. IMof BAVSHWEM (M3MYECKOl Harpysku, CTPeccoB, NoBpe-
XaeHuli aktusmpyetca haktop XaremaHa (XII daktop cBepTbiBaHUA KpOBW), npe-
BpaLLaroLWmin N1asMUHOreH B NNasMmH, KOTOpbIA (Npu oTcyTcTBUM CLUHT) BKIOYaeT
Knaccuyeckuii NyTb akTueaumm komnnemeHTa C1-C4-C2 ¢ obpasosaHvnem 6uonoru-
YECKM aKTMBHbIX NENTWAOB, BbI3bIBAIOLLMX MOBbILLEHWE NMPOHULAEMOCTY COCYAOB U
OTeK; MpoLecc AanbHelLeli akTMBaLmm MOXeT O0CTaHaB/IMBaTLCA UHIMomUTopamu C3-
KOHBepTa3bl, 04HAKO MPU CWIbLHOW aKTMBaLMM OH MPOAO/HKaETCA ¢ 06pa3oBaHWeM
Mem6paHo-aTakmpyoLero komnaekca —C5-C9. YacTo BO3HMKAKOT OTEKU FOpTaHU
(acthukems, Heobxoauma TpaxeocTOMMS), KWLLKM (HEMPOXOAMMOCTb), MOAKOXHOM
KNeT4aTKn KOHeYHocTeld, ry6.



[unarHocTuKa: Hamuve peLuayBUPYIOLLMX OTEKOB, HE CBA3aHHBIX C aniepru-
eid; HefocTaTouHOCTb C1-MHF, MOBLILIEHHAs Hecneuugrueckas akT1Bauus KoMMe-
MEHTa; BO BPEMS OTeKa M3-3a aKTMBauuW KOMMJeMeHTa NajaeT A0 Hyns yposeHb C4
KOMMOHEHTA.

JNeyeHvie: B OCTpbIA Nepuog, NPUMEHSIOT O4mLLeHHbI C1-MHrnéuTtop, agpeHa-
JIH, KOPTWUKOCTEPOWAbI, CBEXE3aMOPOXEHHYIO Ma3My, 3MCU/I0H-aMUHOKANpPOHO-
BYIO KUCNOTY, KOPTMKOCTepouabl. 15 CTUMYMSILMM CUHTE3a MHIMbuTopa 1 npogu-
NaKTVKN  PeLMAMBOB  MCMOMb3YHOT  3MCUNOH-aMWHOKANpOHOBYH — Kucioty  (4-
8T/CyTKM MepopaiibHO, HO MOBLILIAET CBEPTLIBAEMOCTb KpOBW), neiuuH (300-
600 mr/cyTkn) 1 aHgporeHbl: gaHason (230-600 mr/cyTku), MeTMATecToCcTepoH (no 5
MI 2 pasa/CyTKU eXefHEeBHO B TeueHMe 1 Mecsia, 3aTemM Mo 5 AHel ¢ 5-AHeBHbIMU
nepepbiBaMu), CTaHa3on (1-2 Mr/cyTkn).

KomnnemeHTCBA3bIBaOWMe peLenTopbl. Onpeaenss ypoBeHb KOMMIeMeH-
Ta 1 ero KOMMOHEHTOB, Napasifie/lbHO MOMe3HO OLEHUBATHL COCTOSIHME KOMIIEMEHTC-
BA3bIBAOLLMX PELIeNTOpPOB NelikounToB: Ha B-numdgounTax - Clg, CR1 (gna C3b),
CR2 (ana C3a); Ha haroumTax - CR3 (gnsa C3b), CR4 (gnsa C3a), Clg; Ha sputpouu-
Tax yenoseka - CR1. ConocTaBneHve 3TUX BEMYMH MO3BOJISIET Boniee TOUHO onpe-
[eNnTb pofb KOMMJIEMEHTA B MMMyHOoNaTonornn. BpoxaeHHslid geduumt CR1 pe-
LleNnTOPOB Ha 3pUTPOLMTaX MOXET 6bITb npuunHoli CKB, a oTcyTcTBMe CR1 Ha rno-
Mepynax HetpoHOB, MpeApacnonaraeT K HapyLUEHUKO KIMPeHCa MMMYHHbIX KOM-
M/EKCOB 1 Pa3BUTUIO NPOAMUGEPATUBHOTO FOMeEPYIoHedpUTa.

JedunumTbl rymopanbHbIX (hak TOpPoB UMMYHUTETa

JednunTbl oncoHMHOB (komnnemeHTa, MCB, aHTUTen) MoryT 6biTb MpUyu-
Hamn HefOoCTaTOMHOCTM (parounTosa. BpoxaeHHbI fedeKT reHoB MaHHO30CBA3bI-
BatoLlero 6enka kposm - MCB (Hopma 0,1-0,5 mr/mn) BeAeT K HapyLUEHWUO MOr/Io-
LWeHns GakTepuidi U rpnbos (KaHAWMAbI U Ap.), COAepXalMx MaHHO3Y, pa3BMBaloTCA
peLManBUpYIOLLME MHAEKLUN Y AeTe.

JeduunTbl nHTEpepoHoB (a, p, Y) - NepBUYHbIE N BTOPUYHBIE, CAYXAT Of-
HUMW W3 TNaBHBIX NPUYMH BUPYCHBIX WHAEKLUUNA, T.K. YyBCTBUTENBHOCTb K/IETOK K
BMpYyCaM, OCOOEHHO AMUTENINA/IbHBIX, B LIE/IOM 3aBUCUT OT YPOBHS BHe- U BHYTpU-
KNIETOYHbIX UHTEP(EPOHOB U aKTUBALMM COOTBETCTBYIOLLUX (DEPMEHTHbLIX CUCTEM,
HeMTpanu3yroLwmx BuUpychl. py XPOHNYECKNX BPOHXMUTAaX B BPOHXUabHBIX CMbIBAX
W B NeiKoLMTax HaXo4uIM HU3KUe YPOBHU MHTePtepoHOB. MpekpaLleHne BUPYCHbIX
MH(eKLMIA accoLMMpPOBaoCh C MOBbILLIEHUEM YPOBHS MHTEP(EPOHOB.

OCHOBHbIM UCTOYHMKOM Y-IOH siBastoTca CO4-numdouuntbl. Tonbko nepe-
HOC 3TUX KNEeTOK BOCCTaHaBNMBa/ ero NPOAyKUMIO M passuTue T-kneTok B Tx1 y
MblLLEV C ABOMHbIM HOKayToM reHoB RAGTIFNyT.

CHmxeHVe 06pa3oBaHMa MHTepepoHa-y HabnopaeTcs npu MHOMMX reHeTu-
YECKMX MOMHbIX MM YaCTUYHBIX AeduumTax peLentopa UHTepepoH-ramma 1 tmna,
p40 cy6bveamHuubl UJ1-12 1 ero pi uenu, TpaHCKPUNUMOHHOIO (hakTopa STAT, pe-
uentopa W1-23. Mpn aTom cTpagaeT anddepeHympoBka Tx 1Tuna, a 601bHbIE Bbl-
COKOYYBCTBUTE/bHbI K BHYTPUKIETOUHBIM MHGEKLUMAM: MUKOBAKTEpUAM, CaibMo-
Hennam, XnamMmmauam, supycam. OTBET TX 2 U CUHTE3 aHTUTEN Y HUX MOBbILLIEH.



JeuuuTsl M3ounMa U nakToeppuHa Haxoaunu B nepuof 060CTPeHMs
Mp1 MHOTKX 3a60/1eBaHNsX. BONpoc o TOM, SBASNNCHL /M OHW MEPBUYHBIMIA UK BTO-
PUYHBIMU —HesCEeH. Y [eTeil ¢ HeCcrneuMMUUecKUMmM 3a60/1eBaHUSMI PECTIMPATOPHO-
ro TpaKTa B NaBaXKHOMN XKMAKOCTU OGHAPY)KEHO CHUXKEHWE COAEPXKaHWS M30LMMA.
AHaIOTMYHbIE flaHHbIe MOTyYeHbl MO NAaKTOMEPPUHY - YPOBEHb ero Mpu GpoHXone-
rOYHbIX 3a60/1€BaHUSX ObI/1 CHVDKEH U MOBbILLIANCS MPY BbI3[0POBNEHNN.

OeduunTbl gedeH3MHOB U KaTenMUMaUHOB - €CTECTBEHHbIX, NPUPOAHbIX
6e/KOB-aHTUBMOTKOB PE3KO CHUXKAIOT Pe3UCTEHTHOCTb K GakTepuanbHbIM U rpub-
KOBbIM MH(EKLMSM.

JAnarHocTunka MMMyHO4ePULNTHbIX 60Me3Hen

[na BblABNEHWUS WMMYHOZEPUUMTHBIX 60Me3Heli MUCMOMb3yeTCs KOMMEKC
K/IMHUKO-N1abopaTopHbIX MeTofoB. OH BK/KOYaeT aHaMHe3, KAMHWYecKoe obcneno-
BaHWe MO OpraHam U cucTemam, W creunansHoe MMMYHOOrMYecKoe obenefoBaHne
- OUeHKy nmmyHHoro ctatyca (UC) (Metpos u gp., 1987, Hoemkos [.K., HoBukoBa
B.W., 1996).

BaxxHOe 3HaueHue UMEKT OTATOLLEHHbIV CeMelHbIA aHaMHe3 - Hanuune NAB
Y KPOBHbIX POACTBEHHWKOB W YKa3aHWsA B IMYHOM aHaMHe3e Ha XPOHMYECKUe peLu-
AvBupylolne 3ab0neBaHNst MHEKLMOHHON WM MH(EKLUOHHO-a1eprmyeckon
NpYpOAbl, UHAYLMPYEMblE YCIOBHO-MATOreHHOM (PNOpoiA. Ecnn y poACTBEHHMKOB
MMeIOTCS NepBUYHbIE TXKenble /[, 1 cnyvay CMepTenbHbIX MCXOAO0B, TO MOKaszaHa
npeHaTa/lbHasa AMarHoOCTMKa. YacToTa nepBUYHbLIX UMMYHOLE(MULMTOB B NONYNALMM
cocTaBnseT MeHee 1% (0,2-0,9%). Hanbonee pacnpocTpaHeH CeneKTUBHbLIA fedu-
umt IgA - 0,03-0,9% (Metpos P.B., Opagosckaa .M., 1988). 3HaunTenbHO valle
BCTpeyvatoTca BTopuyHble U (BUB).

Tshkenble nepBUYHbIE V[, MaHU(ECTUPYHOTCS Y)Ke Y HOBOPOXKAEHHBIX U feTei
f0 1-ro roga >usHu. OgHako MHorue U/, kKAMHUYeCKn NPOosBASKOTCA TObKO Mocne
CHWKeHUA ypoBHs 1gG aHTWTeN, NOMyYeHHbIX OT MaTepu (nocne 2-4 mecsua). AHa-
NN3NPYS aHaMHe3, MOXKHO 3anogo3puTb Hanuume N (Tabn. 3). Ana nepeudHbIX N[,
y [eTeil XxapakTepHbl CTUTMbI, T.€. COMYTCTBYIOLLME UM NPU3HAKW: BPOXKAEHHbIE MOo-
pOKM pa3BuTWs (ML, cepAue, aopTa) - CMHAPOM [Aun-IKOpXu; apTpuT, LepmaTo-
MUO3UT - X-CLemn/eHHas araMmariobymMHemMms; aTakCcua-TeneakrmoaKTasns - CuH-
Apom Jlyn-Bappa; ak3ema, TPOMOOLMTONEHMA - CUHAPOM Buckorta-Ongpuya; anb-
6VHM3M, rpaHy bl B NeKOLMTaX NPy rpaHyieMaTo3HOM 601e3HM.

Annepruyeckve 3aboneBaHNs GbIBAOT acCOLMMPOBaHbl C CENeKTUBHbLIM fJe-
thuumTtom IgA, cnHgpomom Buckorta-Ongpuya, runep-lgE-cuHgpomom, aeduum-
TOoM cybknaccoB 1gG. MNpusHaku ayToannepruyecknx 3aboneBaHWin BCTpevaroTcs
npu geduuntax KomnnemeHta (CKB), cuHapome BuckotTta-Ongpuya, arammarnio-
6ynuHemumn, OB, HegocTaTo4HOCTM IgA (aHEMUS, S3BEHHbIA KOMWT, YBEUT).



Tabnuuya 3

YacTble OTUTbI Heo6X0AMMOCTb BHYTPUBEHHOTO BBEfEHWS aHTMGMO-
(He MeHee 6-8 pa3 B TeUeHVe OAHOIO roa) TWUKOB ANS KyNMPOBaHUS MHGEKLMN

HeckonbKo NOATBEPXAEHHBIX CUHYCUTOB  He MeHee fBYX UH(EKLMIA, TaKUX KaK MEHWHIUT, oc-
(He MeHee 4-6 pa3 B TeUeHWe OAHOTO rofa) TUOMWENWT, LIeNJIHOUT, CEencuc

Bornee ABYX NOATBEPXKAEHHbIX MHEBMOHWA OTCTaBaHWe rpyfHOro pebeHka B pocTe v Macce
MoBTOpHble TrNy6OKMe abclecchbl Koxwu [MepcucTUpyrollas MOMOYHMLA UM TPUBKOBOE Mopa-
WY BHYTPEHHUX OpraHoB YKeHWe KOXM B Bo3pacTe cTaplue 1roaa

MoTpe6HOCTb B A/INTENbHOM Tepanuu aH- B cembe: Haiuuue MepBUYHBLIX MMMYHOAE(PULMTOB,
TUGMOTMKAMW [N KYMMPOBAHWS WHGEK- (aKTbl PaHHUX CMePTeli OT THXKENbIX MH(EKUUiA nm
UM (8o 2 mec u 6onee) Ha/IMuKe OAHOTO U3 BbiLLENepPeUNCIEHHbIX CUMNTOMOB

KnuHuko-nabopaTopHoe 06cnefoBaHWe 6GOMbHbIX MPOBOAMTCA MO 06LWMM
npuHUMnam (0cmoTp, PYHKUMOHa/IbHbIE, MHCTPYMEHTA/bHbIE, NabopaToOpHbIE U ApY-
rvue metofpl). Oco60e BH/MaHME 06paLLaeTcsa Ha COCTOsIHME IMMQOUAHBIX OPraHoB 1
TKaHel (nMmdartnyeckue y3nbl, MUHLAUHbI, Cene3eHKa n gp.). Nx atpodus nam rm-
nepnnasva MOryT YKasblBaTb Ha UMMYHOLEMULIT.

[NaBHbIM NPU3HAKOM ABNSETCA Ha/MuMe U KAMHUYECKMe OCOBEHHOCTM Teue-
HUSt HCDEKLUMOHHOTO CUHAPOMA - PeLMAMBOB 1 060CTPeHNI MHAPEKLMIA Nt06OI NoKa-
N3aLnK, BbI3bIBAEMBIX YCNOBHO-MATOTEHHbIMU MUKPOOPraHU3Mammn - BuUpycamu,
6akTepusMu, rpmbamu, napasmTamu.

KAMHWYECKMMIN «MacKammn» NepBUYHbIX 1 BTOpUYHbLIX OB asnstoTcs (Hosu-
KoB, 1987; Hosukos, HoBukoga, 1996):

I. OcTpble XPOHUYECKUE MU PeLUAMBUPYIOLLME 3a60M1eBaHNS BEPXHUX fbIXaTe/lb-
HbIX NYTeR 1 Nerknx (PUHOCUHYCUTLI, TAPUHIOTPAXenTbl, GPOHXNTbI, MTHEBMOHWN
1 Ap.) BUPYCHOM 1 GaKTepuanbHO 3TUONOM UK, MHEBMOLMCTHbIE MHEBMOHUM
Ouarn MHpeKLMM pasnuyHoii nokanusaumum (MMoLepMun, OTUTbl, KOHBIOHKTUBK-
Thbl, abCLecchl, (ypyHKynes, NenoHepuTbl, CENTUYECKUE rpaHynemMsl 1 ap.)
Peuuavsupytowme hopmbl FTHOMHO-BOCMANTESNbHBLIX U FTHOWHO-CENTUYECKMX 3a-
60neBaHWi 6e3 UK B COMETAHMM C NapasuTapHbIMY MHBA3USMM
PeLuamsupytoLwuin repnec KoXu v CAn3nMCTbIX 060104eK, BUPYCHBIA renatut
XPOHUYECKME racTPO3HTEpONaTUX 1 Anapen HessCHOro reHesa
[nmTenbHblin cybdebpnnnteT 1 nMxopagkKa HesiCHOTO reHesa; CMHAPOM Masbab-
copbumn HEKOPPUTMPYEMBIA ANETON
PeuuamsupytoLme rpubKoBble NOPaXKeHUs CAU3UCTbIX 060/104eK PTa, KULLEYHN-
Ka, BPOHXO0B, NIErKMX U Ap., KOKXHO-CAN3UCTbIA KaHAUA03

8. NumdoaseHonaTMM, NUMAOAEHNTLI, XPOHWUECKWE TOH3WANWUTLI; FUMOMNA3S
NMMEaTUYeCKnX y3oB

9. TvMmoMeranus; runepniasus UaM runonnasus BUIOYKOBO Xenesbl y feTel

10. ATonuYeckuii AepmMaTuT C NUOAEPMUEN, peLuanBupyytoLLme KpanuBHULbI U OTe-
K KBVHKe, pecrnvpaTopHble W Apyrue annepruyeckme 3aboneBaHus, OCI0XKHEH-
Hble MHeKLMel

1. F'enatomeranus, cnieHoOMeraims

12. HeapgekBaTHble peakuuy Ha TPaAULMOHHblE MeTOAbl NeYeHUs U NPOPUNAKTUKY
peunamBoB 3ab0eBaHMs 1 BakLMHbI (BLK 1 gp.)



13. Mpur3HaKM NOBLILLEHHON YTOMASEMOCTH, YCTANOCTH, CNaboCcTy, HapyLLeHWe CHa
14. AyToannepruyeckuie 3a601eBaHWs, 0CNOXHEHHbIE UH(eKL el
15. lumdpo- 1 MrenonponmgepaTBHble 3a601eBaHNS, 3/10KAYECTBEHHbIE OMYyXONu

VIMMyHOoZehULUTHas 601e3Hb MOXET MPOSBAATLCA KaK OCTPbIA MH(EKLNOH-
HbIA npouecc. XpOHWYECKOoe, PeLUaMBMP3LOLLEE ee TeYeHWe NULLIb MOAYEpKUBAET
coxpaHeHue W[, Kak OCHOBbI PeLyAMBOB MHEKLUMIA Y 60MbHBIX, MOCTYMALMUX Ha
MOBTOPHbIA KypC fIeYeHus.

PekomeHayemoe o6cnefoBaHne 60/bHbIX (C YH4ETOM CTaHAAPTOB AMarHOCTMKM,
XanToB P.M., 2001): KNUHUYECKMe aHanM3bl KPOBM (4 pasa B rof); Moum (2 pasa),
kana (1 pas), 6enok n 6enkosble thpakuymu (1 pas); rpynna Kposm n pesyc taktop (1
pas); MuMKpobuonornyeckoe (bakTepmonormyeckoe, MUKOMOMMYECKOe, NMapasuTono-
rMYeckKoe) UCcnefoBaHne COAEPXKMMOro O4aroB UHMEKLUN C OnpefesieHneM YyBCT-
BUTENbHOCTW K aHTMoOuotnkam (1); CPb; mapkepbl renatutos B n C, 3nwwTeiH-
bapp, uutomeranosmpyca, Bupyca repneca, BAY; RW; mapkepbl Apyrmux MHGeKUmMia
(no nokasaHmam MLP); TecTbl OUC 1-ro 1 Mo NoKasaHWsaM - 1ypoBHS.

Ob6s3aTeNbHble UHCTPYMEHTabHbIE WUCCNEAOBaHUSA: PeHTreHorpagus opra-
HOB rpyfHOl nofocTu (2 pasa B rof), NpUAaTOYHbIX Nasyx Hoca (Mo MoKasaHWsAM),
®B/A, 9KI (1 pas/r). ononHMTeNbHble NCCNef0BaHUA: KOMMbIOTEPHas TOMOrpagus
n/vnn Y3 opraHoB rpyAHOin KNeTkn 1 GptOLLHOA NOAoCTW, GPOHXOCKONMS, Apyrue
nccnegosaHus (No nokasaHusm). KoHcynbTauun: nynsMOHOMOra, 0TONapUHIoNora,
OKYNNCTa, X1pypra v gpyrux cnewmainctos (No He06xoaMmocTw).

KnnHnko-nabopaTopHble npusHakn WOB: 1) CHWMXeHWe uucna NeikoumToB
BCEX TUMOB (IMM(OLMTOB, rPaHy10LMTOB, MOHOLMTOB), MHOrAA NEeNKOLNUTO3 HEKO-
TOPbIX U3 HUX (303MHOGUANS, MOHOLMTO3 U Ap.); 2) CHWKEeHMe O0O6LLEro YpoBHS
KomnnemeHTa (C50), runoraMmmarnobynuHeMus Mpu 3neKTpogopese CbIBOPOTKU
KpoBu (MeHee 10%); 3) yMeHbLUEHWE UKW OTCYTCTBME TEHW TUMYCA MPU PEHTrEHO-
rpajumn y geteit; 4) HanMume YCNOBHO-NATOrEHHbIX MUKPOOPraHM3MOB B MOKPOTE,
Ha CNM3UCTbIX 060M104KaX, IKCCyAaTax, B KPOB/ B AMArHOCTUYECKUX TUTPaX; AuC-
6103bl.

Mpy o6cnesoBaHnK GOMbHBIX C NPOSBEHUAMMW MHMEKLMM BCerga Heobxoam-
MO MWKPOBMONOTNYECKOe M3y4yeHWe cocTaBa (Opbl 3KCCYAATOB, OTAENNAEMOro,
04aroB MopaXKeHus, MOCeBbl KPOBM Ha CTEPWIbHOCTb U XapaKTepUCTKa reMoKy/lb-
Typbl.

Mpu 6GakTepuanbHbIX U Tyb6epKynesHol WHpeKumax nerkux y BUY-
MH(UUMPOBaHHBIX 1 apyrux W[ uccnefytoT Masky MOKPOThI MOC/e OKpPacku o
Lmnb-HunbCoOHy 1 genatoT noceBbl. [eMOKY/bTypbl  AenatT nNpyu  FHOWHO-
CenTUYECKMX MpoLeccax, BblueneHWe BO36YAMTENA MO3BOMSET OLEHUTb YyBCTBU-
TeNbHOCTb, Ha3HAYMNTb COOTBETCTBYHOLLMI aHTMOAaKTepUabHbIA npenapart. [HoliHbIe
Mpouecchbl CBA3aHbl C HalM4MeM CTadIOKOKKA, CTPENTOKOKKOB, CMHErHOWHOW U
KWLLEYHOW Masouky, Knebeuennbl, NpoTesi, MOpaKcensbl, reMouabHON Manoyukn u
[p., KOTOpble HaxoAAT B Ma3kax 3eBa, B CM3K, MOKPOTe, MOYe, Kane, B 3KccyfaTax
FHOMHUKOB U T.4. Mpuuem, Npu geduumTax UMMYHOrI06yIMHOB 1 B-nnmdoumTos
06bIYHO HE HaXOAAT aHTUTEN, UK BbISIBASKOT UX HU3KUI YPOBEHb.

Buipyconornyeckoe uccnefoBaHue matepuana fenatoT Ha KYpUHbIX aM6puro-
Hax, B Ky/bType KneTok, metogamu MUP n UPA. IMpn L] yacTo BCTpeyaroTcs rep-



Mec-BUpYChbl, LUTOMEra0BMPYChl, BUPYChbI renatutos, nLiTeiH-Bapp, ageHoBUpY-
Cbl, PETPOBUPYCHI.

O6Hapy>eHVe onpefeneHHbIX MUKPOOPraHU3MOB MOXET YKasblBaTb Ha KOH-
KpPeTHbIE AeeKTbl CUCTEMbI UMMYHUTETA (Tabn. 4).

Tabnuua 4
BakTepuu, Bupycol [edekTbl
Haemophilus influence IgA+1gG2 (0TUTbI, XPOHUYECKME BPOHXUTbI)
Str.pneumonia YHUUTOXEHMe 6akTepuii arouutamn (MHEBMOHUN)
Staph.aureus To e, a TakxKe aHTUTena, C3-KOMMOHEHT KOMMaeMeHTa
(nnopepmunn)
Neisseria C6-C9-KOMMNOHEHTbLI KOMMIEMeHTa (MEHUHIUTBI U [p.)
Salmonella (HOCUTENLCTBO) IgA (anapen)
BLPK (guccemuHauus) T-KNeTOYHbIA NMMYHUTET (MOCTNPUBMBOYHAA UHADEKLWA)
Candida albicans T-KNETOUHbIA UMMYHWUTET, (haroumTos (XPOHWYeCKuiA cau-
3MCTO-KOXHbIN KaHAMA03)
Aspergillus fumigatus XPOHUYECKWiA FpaHynemaTos
Pneumocystis carinii KneTouHbIi UMMyHNTET
Giardia lamblia AHTUTENA
BaKUWHHBbI nonuoMuenuTt To xe
Varicellapneumonia KneTouHblii UMMyHUTET
LinTomeranosupyc, repnec To xe

Mpn W noBbileHa BOCMPUMMUMBOCTL K MH(IEKUMSAM, MHAYLMPYEMbIM Ca-
NPOUTHLIMK (hOpMamMn MMKPOBOB M NPOCTENLLMMU, KOTOPbIE, KakK NpaBwo, BbisiB-
NAKOTCS B 0Yarax NopaxeHus W/wnm KpoBu 1 cekpeTtax.

[ns gedekToB T-KNETOUYHOIO U.MMYHWUTETA XapaKTEPHbI BUPYCHbIE MHKDEKLMN,
a feuynT MMMYHOrnoBynnMHOB Yalle COMPOBOXAAeTCA 6aKTepuasbHbIMU NopaXke-
HUSIMM 1 UX accoumaumsammn ¢ Bupycamu.

HapylieHne aroymTo3a OCNOXHAETCA CTaQUIOKOKKOBbIMU, TPMOKOBLIMK 1
APYTUMK MHEKUMAMK, TOrga Kak and geduumta HEKOTOpPbIX KOMMOHEHTOB KOM-
neMeHTa XapakTepHa HeinccepuanbHas MHpeKUms, a ero C6-KOMMOHEHTA - MEHUH-
roKoKKoBasi. M03ToMy BUA BbISBNEHHOTO MH(EKLMOHHOIO areHTa MOXET yKa3blBaTb
Ha fepeKTHOE 3BEHO MMMYHUTETA.

Ha 0oCHOBaHWM K/IMHWUKO-NabopaToOpPHbIX AaHHbIX (HOPMUPYIOT MOKa3aHUs K
NPUMEHEHNIO VIMMYHO/IOTMYECKMX METOAOB OLEHKM MMMyHHOro crartyca (OUC)
(Hosukos A.K., 1987; Ne6eges K.A., MoHsaknHa H.4., 1990; Hosnkos A.K., Hou-
koBa B.W., 1996).

JlabopaTopHaa guarHoctTmka V[l OCHOBbIBAETCS Ha OMpefenieHHon nocnego-
BaTE/IbHOCTKW, aropuTMe [AEWCTBMIA, WCMOMb3YEMbIX MPU  OLEHKE WMMYHHOrO
cTatyca. Bbigenenne /[ npoBogsT B ABYX CUTyaumsx; 1) npy CKPUHMHIE KOHTWH-
FEHTOB HaceNeHusi OnpefeneHHbIX PErMOHOB U pabovymx KOMMEKTUBOB Ha mpeameT
Hannums VA; 2) npu o6¢cnegoBaHn 60MbHBIX C LEMbH YTOUYHEHUS NpeBapuTebHO-
ro guarHosa. [ HEKOTOPbIX TEHETUYECKUX O06YCMOBAEHHbIX MMMYHOAE(DULNTOB
BO3MOXXHa MpeHaTa/lbHas AMarHoCTKa Ha OCHOBaHWMM Y/bTPa3ByKOBOro o6cnefoBa-



HUA (aHOManuK CcKeseTa), XPOMOCOMHOrO M 6uMoxummyeckoro aHanmsos (ALA wu
apyrue epmeHTbl) (Gilmour et al., 2001).

BaxxHO npobnemoii SBNSETCS paHHee BblsiBNieHWe 60MbHbIX ¢ VM, ansd uero
Heo6Xo4yMbl CKPUHUHIOBbIe 06CNef0BaHUA B3POC/Oro M AeTcKoro HaceneHms (Ho-
BukoB [.K., 1987; Hosukos [.K., HoBukosa B.W., 1996; Metpos P.B., Opagosckas
W.B., 1988). [loka3aTenbCTBO, T.e. MMMYHO/MIOMMYECKOE MOATBEPXKAEHUE Y HUX L[,
[at0T BO3MOXHOCTb COCTaBMATb WHAMBMAYaA/bHbBIE CXEMbl UMMYHOKOPPErMpYIOLLEi
Tepanuu.

Mpn 3NUMAEMUONOrNYECKOM W3YUYEHUN KOMIEKTUBOB MCMOMb3YIOT Creuu-
aNnbHble aHKeTbl, pa3paboTaHHble P. B. MeTpoBbiM 1 U.B. Opagosckoli (1987). Mato-
NOTNYECKMe CUHAPOMbI B 3TUX aHKeTaxX OTpaXatoT Bbiae/neHHble Hamu (Hosukos .
K., 1984, 1987) BapuaHTbl UMMYHHOro cTatyca. locne 3anonHeHus KapT opmupy-
tOTCA FPYNMbl PUCKa PasBUTUS UMMYHOAE(MULUTHBLIX 6one3Hein. Ha BTOpom aTane atu
rpynnbl, Nocae nocTaHOBKW MPeABapuTeNbHOMO AMarHosa, nojBepraroTcs nepBumuy-
HOMY MMMYHO/IOTMYECKOMY 06Cnef0BaHMI0. Mpy 3TOM MPUMEHAKOT KOMIMJ/IEKC Tec-
TOB, KOTOpbI/ ONpeaensieTcs BapuaHTOM MMMYHHOrO CTaTyca, BbISBNEHHbIM Ha OC-
HOBaHWK >anob, faHHbIX aHaMHe3a U KIMHUKO-NnabopaTopHoro obcnegosaHus. Mpu
ambynaToOpHOM 3MUAEMMUONOTMYECKOM 00CNef0BaHUM MPUMEHSIOT MUKPOBapUaHTbI
COOTBETCTBYHOLUMX METOZOB, Tak KakK KpOBb MO/y4atoT M3 NanbLa B HeHGOMbLUOM KO-
NnyecTBe. B cTaumoHape Npy HaIMUYMU KNMHUYECKUX NPOSBEHUIA MMMyHoZeduumTa
06bIYHO MPUMEHSIOT PaCLUMPEHHbI BapuaHT TecToB | 1 Il ypoBHS, NO3TOMY MCMO/b-
3YHOT BEHO3HYH0 KPOBb, KO/IMYECTBO KOTOPOI 3aBUCUT OT Habopa MeTofoB (06bIYHO
He meHee 10 mn).

VimMmyHonornyeckoe o6cnefoBaHne pasMYHbIX FPynn feTeli U 60MbHbIX Ha
Hann4re UMMYHOAe(ULMTOB CneayeT NPOBOAUTL MO CNEAYHOLLER CXeMe.

1 AHamHe3 1 oCMOTp.

2. KnunHuko-nabopatopHoe o6cnefosaHne (06bem Mo nokasaHusam). Mpeasa-
pUTENbHBIA AMarHo3 MMMYHOMATONOMMM (BapuaHT UMMYHHOMO cTaTtyca). PeKomeH-
Jauum no Habopy TecToB | unu M-ro ypoBHs 415 OLEHKU MMMYHHOIO CTaTyca.

3. OueHKa MMMYHOZe(ULMUTHOrO cTaTyca:

3.1. O6wwnii aHanM3 KpOBW; OMpeAeseHne COOTHOLUEHWW  HeATpodu-
nbl/aumdounTbli/MoHouMTEl. CO3, CPB, 6enkoBble (pakumMn CbIBOPOTKMA KpoBu (Y-
rno6ynnHbl).

3.2. OnpepaeneHne Konuyectea T-nMMQOUMTOB (MPOLEHT 1 abCONOTHOE YKC-
/10) MeTofaMn C MOHOK/IOHaNbHbIMK aHTuTenammn (MAT) Kk CD2, CD3, CD4, CD§,
CD25. OTtHoweHus Tx/Tc.

3.3. Onpegenenne B-numdoyutos CD19 CD21, CD22, CD72 nnn Ig”.

3.4. OnpegeneHe MMMYHOrno6ynuHoB knaccos G, M, A, E B CbIBOPOTKe Kpo-
BU 1 cekpeTopHoro IgA (slgA) B cntoHe. CooTHoOLEHMS mx KonnyecTea (G/M/A).

3.5. MMornoTuTenbHas akTUBHOCTb HEWTPOGUIOB KPOBM, C WMCMONb30BaHWEM
yacTuL, natekca u/mnm ctaunokokkoB, kaHaug (P4Y, ®U); oueHKa KUNIMHIA KaH-
ana, 6akTepuid.

3.6. HCT-tecr.

3.7. PeuenTopbl (Toll n ap.) n rymopanbHble takTops! (nusoumm, MCBE 1 gp.)
BPOX/EHHOTO UMMYHKTET, JINC-CBA3bIBaOLLME PELLENTOPbI NEAKOLMTOB.



3.8. OnpegeneHune LMK (M3rr-ocaxgeHune). Apyrue TeCTbl NO NOKa3aHUAM.

3.9. AHTUTENa NPOTWB CTPENTOKOKKA, AMPTEPUAHOrO TOKCUHA, remMouIbHON
Nafioyku, CTONBHAYHOrO TOKCOMAA, CTa(UIOKOKKa, ero TOKCMHa U BUPYCOB (KOpW,
rpvnna).

3.10. OnpefeneHne reMonMTMYECKONM aKTUBHOCTU KommnnemeHTa (C50) w/vnm
€ro KOMIMOHEHTOB.

3.11. BHyTpuKOXHbIe Npo6bl (Mocne 3abopa Kposu!) ¢ pacnpocTpaHeHHbIMU
aHTUreHamu (Ty6epKynvH, CTPenTOKMHa3a-CTpenTodepHasa, aHTUreHbl 6akTepuin n
rpméos).

3.12. Mo nokasaHusaM - onpegeneHne hepMeHTOB U GEKOB, OTCYTCTBYHOLLMX
npu nepsuyHbix N, (ALA, nypuHHYyKneosmahochopunasbl, anbgadeTonpoTemH
Mpu aTakcum; rpaHy/bl NeKOLMTOB NpK rpaHy1eMaTo3HOR 6onesHn).

3.13. OueHKa MHTeP(hepoOHOBOrO CTaTyca: KOHLUEHTpaLUus UHTePthepoOHOB B Cbi-
BOPOTKe KPOBW; YPOBEHb MHTEP(EPOHA-a U Y B Ky/bType MMMQOLMTOB KPOBM Nocne
CTUMYNALUM BUPYCOM 60M1e3HM HbloKacTna U CTaPUIOKOKKOBbIM 3HTEPOTOKCUHOM
COOTBETCTBEHHO.

3.14. HLA-TunmpoBaHue (Npy HeO6X0AMMOCTK)

3.15. BbiIsiBNieHNEe LMTOKMHOB (MO MOKasaHWsM), B KpoBu MeTogom NDA un B
KneTkax CM meTofaMu nNpoTOYHON LUTOMETPUM.

3.16. OnpepaeneHvie 06LLel y-Lienn peLenTopoB LMTOKMHOB npn TKWA, meTo-
[lOM MPOTOYHON LIUTOMETPUN.

MepeyeHb NepsuyHbIX VOB, BbiABNsSEMbIX NOCPeACTBOM TECTOB |ypOBHA:

X-cuenneHHas arammarnobynnHeMus

O6Lwasn BapuabenbHas UMMYHOIOrMYecKas HeloCTaTOuHOCTb

vnep-18M-cuHapom

CeneKTUBHbIA geuunt IgA

TsKenblli KOMOUHUPOBaHHBIA UMMYHOAEDULUT

CuvHgpom Buckotra-Ongpuya

HeirTponeHun

JedunumnTbl aKTMBaLUM KOMNIEMEHTA

Jetunumntbl harounTosa: MOrNOWEHNs, KUNNHIE, XPIOHWUYECKas paHy/ema-
TO3HasA 60/1e3Hb.

3HaueHVe nokasaTeneil UMMYHHOTO cTaTyca (MMMyHOrpaMmm)

Bce nokasartesin OLEHWBAIOTCA KOMM/EKCHO B CBA3WN C aHAMHE30M W K/IMHWYe-
CKUMU [aHHbIMK 60nbHOro. ®opmyna Kposu npu VAB 06bI4HO M3MeHeHa, a W3-3a
MHEKLMM MOXET ObITb NEKOLMTO3, YcKopeHHas CO3, HeliTpodunnes (Un HeirTpo-
NeHMs), MOHOLMTO3, 3031HO(GUNA. KONMYecTBO MMKOLMUTOB YBEIMYEHO WM MNO-
HWKEHO, MPUYEM MHOTO KpynHbIX (6onee 10 MKM B AMaMeTpe - aKTUBMPOBAHHBLIX).
BHYTPUKOXHble TeCTbl C pacnpOCTPaHEHHbIMU aHTUreHamu oTpuuaTe/bHbl (Y AeTei
- ManosHaummo). [Mpu MHormx W[, npoueHTHoe K abconoTHoe umcno T-
NUMGOLUTOB NMOHMKEHO Ha 15% 1 6onee. Heb0bLLIOE CHUMXXEHWE WX YPOBHA Habto-
[laeTcsa Npu MHorux 3aboneBaHUsX M HOPMabHOM UMMYHHOM OTBETE (Hanpumep, Ha
BaKLVHbI) 1 He yKasbiBaeT Ha /. CooTHoweHne CD4/CD8 ymeHbLUeHO, npoude-
paTvBHas, LMTOTOKCUYECKAA aKTUBHOCTb T-K/METOK yrHeTaetcs. LIMTOKMHOBas ak-



TUBHOCTb MOXET OblTb MOHWKEHHOW WM MOBbILLEHHOW. Y POBHN UHTEP(EPOHOB Ya-
LLIe CHUXKAKOTCS, HO MOTYT NOBbILLIATHCA.

Mpy Mophonormyeckom usyyeHnn Guoncuii NMmgoysnos T-KneTouHble VL
XapaKTepu3yroTcs 3anycTeBaHWeM NapakopTUKaibHbIX 30H, & B-KneTouHble (MMMYy-
HOrN06Y/IMHOBbLIE) - YMEeHbLUEHWEM YMcna (PONIMKYOB, OTCYTCTBUEM repMeHTaTUB-
HbIX LEEHTPOB.

OTcyTCcTBYE Y-rN0obYyNMHOBON (hpakLmmn Npy 3neKTpothopese CbIBOPOTKM KPOBY
MOXET YKa3blBaTb Ha araMmarnioby/IMHEMUIO, a ee YMeHbLUeHWe - Ha gedmunt 1gG,
T.K. OH COCTaB/ISeT OCHOBHYIO MacKy W.MMYHOrno6ynmHoB (80 85%). Mpu 3aTAXKHbIX
NHEKUMAX 3Ta (pakums, Kak 1 ypoeeHb 1gG, yeennumsatoTes (8o 15-20 r/n). Mpu
«MOMHbIX» B-KNeTouHbIX gethmumtax yposeHb IgG He npesbiwaeT 2 r/n, a IgA n IgM
(y B3pocnbixX) He BbIfBAAOTCA. OTCYTCTBME OLHOIO M3 UMMYHOTI06YIMHOB NpW M0-
BTOPHOM WCCNEA0BaHUM YKa3blBAeT Ha ero AeduumT, Toraa o6bl4HO YBENUYEH YpO-
BEeHb APYroro - AUCUMYHOrnobynuHemus. AptedakTbl «MOBbILLEHHOro» IgM mMoryT
HabnoaaTbca Npy UccnefoBaHUN METOLOM paguanbHON UMMYHOAUMDMY3UK: NpU Ha-
NNYMKN B CbIBOPOTKe MOHOMepa IgM, KoTopbllii 6bICTPO AnddyHAMPYeT u obpasyeT
LUMPOKOe KOMbLO npeuunutaumn. MogobHas cutyaums ¢ ApyrMu g MOXET 6biTb
npun mvenomax. Huskme yposHu 1gG 1 IgA npu HopmanbHOM IgM MoryT 6bITb 06Y-
CnoBneHbl noTepeit 6enka yepes XXKT mam MOYKW, TOr4a CHUXEHbI YPOBHU aNboy-
MWHa 1 TpaHcteppuyHa. Mpu HegocTaTtouHoCcTK IgA 1 SIgA 6enKky MUK NPOHUKaKT
yepe3 XXKT v ctumynupytot cuHTe3 IgG-aHTuten. Takue aHTUTena MoryT npeyunm-
TUPOBaThL in Vitro aHTUCLIBOPOTKY XMBOTHbIX (K03, 6apaHoB) npoTue IgA, co3gasas
NOXHble Konbua npeuunutauun IgA. BbIFBNEHWE aHTWTEN MPOTVB WM30aHTUIEHOB
3pUTPOLMTOB, a TakXKe aHTUIeHOB BAaKLUMH MOXXET PELUMTb BOMPOC O COCTOSHWUM UX
cuHTesa. MornoTuTenbHas 1 nepeBapuBatoLLas, XeMoTakcMyeckas U MeTabonmnyeckas
(HCT-TecT) aKTMBHOCTM MOTYT 6blTb KOMMEHCATOPHO MOBbLILLEHHBIMU MPU APYTUX
W/ B cBA3N C MH(eKUMeld. Kak NpaBmno, BbIABASKOTCA UMMYHHbIE KOMMJIEKCHI.

OueHka 06LUeil reMONMTUYECKOW aKTUBHOCTU KoMmnneMeHTa no CH50 no-
3BO/ISIET BbISBUTL OO/MbLUVHCTBO HapyLLUeHW B 3TOM cucTeme. O4HAKO 3TOT METOZ, He
BbISIBNSIET HELOCTaTOUHOCTL B, D v nponepanHa - (pakTopoB anbTepHATUBHOMO NyTH.
Mpn HepgocTaTouHOoCTM C1-C8 ypoBeHb CHS50 6/1130K K Hynto, a C9 - CHMXKEH B 2
pasa. CHmxeHue ypoBHa CH50 npu B/ 3aBucKT OT TskecTn gedmumrta. Mpu aH-
rMOHEBPOTMYECKOM OTeke cofepxkaHune C4 1 C2 u ypoeHb CH50 noHmkatotcs. C4
1 C3 MOXHO OnpegensTs METOAOM pafva/ibHON MMMyHoAMMdY3un. X ogHoBpe-
MEHHOE CHWKEHWE YKa3blBaeT Ha aKTMBAUMIO KOMMJEMEHTA UMMYHHbLIMU KOMI/eK-
Camu, a CHWKeHVe ToNbKo C3 - Ha akTMBAaUMIO aNbTEPHATMBHOIO MyTU. 3TO BaXHO
ONS QMarHOCTUKM HedpuTa, BbI3BaHHOrO IgG-aHTUTenamn npotme C3  (NeF-
HedpeTUYecKnii thakTop).

B KkauectBe npumepa 06CfefjoBaHUA HaCeNeHUst MOXHO MNPUBECTU [aHHble
CKPUHWHIOBBIX UCCNEA0BaHMiA, BbINOMHEHHbIX B. . HoBmkoBoli (1988).

Cpeam 20 000 peTeli B CeMbCKOA MECTHOCTM Ha OCHOBaHWUW JaHHbIX NeanaTpoB
M MO [AMarHOCTWYECKON aHkeTe BbigeneHo 9000 feTeit [0 5-neTHero BO3pacTa,
KOTOpble YacTo 60nenu pecnmMpaTopHbIMU, THOMHO-CENTUYECKUMU U anfeprmyecku-
MU 3a60/1eBaHMAMM (YrpOXKaemble MO MMMYHOZE(PULMTHOMY 3ab0/eBaHuMIO). [Ans
MMMYHO/IOTUYECKOr0 06CnefoBaHNst No Tectam | ypoBHA (MMMYHOAE(PULMUTHBINA



BapuaHT UMMYHHOro cratyca) n3 9000 BbibpaHO 288 (3,2%) peteil. B cocTtosHuM
K/TMHWYECKOrO 340P0BbS Y HUX BbISAB/IEHbI AOCTOBEPHbIE M3MEHEHUS B MOMYNALMAX
T- 1 B-nuMcounToB 1 gucbanaHc MMMYHOrnobynmHoB. Konnyectso T-KeToK 6biio
CHmKeHo (1-a rpynna 18+1,4%, 2-9 - 28+2,6%), ypoBeHb B-nnmdouutoB 6bin
CHmKeH y 30%. Y 60% u3 aTuX AeTeldi onpeaennnacb AUCCUMMYHOTIO0YNMHEMUS
Tvna Gam, y 28% - GMa, y 12% —gMa.

Mpn o6cneaoBaHUN CeNbCKUX AETel BbIACHWNOCL, 4TO npeobnagatoLlas
KMHUYECKasA «Macka» UMMYyHoZeduumTa - XPOHWYecKas Auapes ¢ rmnoTpodquert,
runepnnasvMs  BUIOYKOBON Kenesbl W peuuaMBUpPYIOLLME THOWHO-CeNTUYEeCKMe
3abonesaHus. Mpu o6cnefoBaHUK AeTeil ropoackoro paiioHa m3 20 000 BbISIBNEHO
8000 yacTo 6oneroLmx feTeit B Bo3pacTe A0 5 neT. [laHHble, CBUAETENLCTBYHOWME 06
UMMYHOZe(MUMTHOM cTaTyce, umenucb y 54 petein (0,67%). CnepoBaTesibHO, B
CeNbCKOM paiioHe udalle BCTpeyanucb [AeTW, WMEBLUME MPU3HaKM WMMyHOZe-
(MUMTHON 60nesHW. WX nokasatenn: KonmuectBo T-numdountoB y 17 paeTeld
(34+0,8%); y 12 peTeli BbIBNEHa AUCMMYOrnobynmmemns Tuna GMa, y ocTabHbIX
- Opyrue N3MeHeHus.

Mpu panbHemem KAMHUYeCKOM HabMoLeHWM 0Ka3anoch, YTO Y FOPOACKMX
[eTeli 6blN Takne KIMHWUYECKME «MacKu» UMMyHOAeUUMTa, Kak nMMdoaaeHona-
™™ (29%), puHocuHyconatum (40%), HeafekBaTHas peakuus Ha MUMMYHMU3aLUIO Y
NeKapcTBEHHble npenapatbl (26%), 6poH.xonHeBMOHUM (5%). Pogutenn ropogckmx
[eTel, N0 JaHHbIM aHaMHes3a, Yallle VMeSI XPOHWUYECKMe oYary MHGEeKLMM, opraHu-
yeckuve 3aboneBaHNs cepaeyHO-COCYANCTON CUCTEMbI, OPraHOB MULLEBApeHUs U an-
Nepruyeckme peaxkumu.

Ha cTtauvoHapHOM 3Tarne 60/bHble, MNOCTYNUBLUME Ha JIeueHWe Mnocne anuge-
MWONOrMYECKOro CKPUHUHIA U HanpaB/ieHHble 06bIYHbIM NyTeM, 06CNeayroTca Mo
OJMHAKOBbIM CXeMaMm C Y4eTOM OCHOBHOrO AuarHosa. Kak u B criyyae anugemuo-
NOrnyeckoro o6cnefoBaHuns, Xanobbl 60/1bHOr0, aHaMHe3 U 06BbEKTUBHbIE K/IMHUYe-
CKMEe [aHHble CNY>XaT UCXOAHbIM HamnpaBfeHWeM WUMMYHOMOrMYeckoro obcnefosa-
HUsA. BbISBNAIOT HaNMUMe B aHamMHe3e NPUYMH, CrocoBHbIX Bbi3BaTh W/, cBA3b 060-
CTPeHUN 3abofieBaHWs C 3TUMK MpUYMHaMK (NpoteccuoHanbHble UMMYHOZAenpec-
CUBHble areHTbl, LIUTOCTATMYECKas Tepanus u ap.).

KnuHnyeckune npusHaku pasnnyHbix NA:

Mo KAMHUYECKUM NPOSIBNEHWUSIM MOXHO NPeSnoNoXUTENbHO CYAUTb O Ha/lu-
YuK TOrO WU MHOTO AedieKTa B cMcTeMe MMMYHUTETA. 3TO B NepBYIO oYepesb Kaca-
eTcA nepBuYHbIX NAB, caoxHee aeno 06¢TonT co BTOpUYHbIMK VPB.

T-KNeTouHble AehUUMThI Hanbonee 4acTo BCTPeYaeTca TOraa, Korja MeroT-
cs:

1) BMpYCHblE MH(EKLMM, B TOM Yuc/ie nocie UMMyHU3aLmm, LUTOMEranoBu-
pycHas WHGEKLWS; reprec, BeTpPAHas OCMa, rMraHTOK/eTOUHble NMHEBMOHUM, TeHe-
pann3oBaHHasa MUKOGaKTepuanbHas MHMeKLUMa nocne BakumHaumm bLDK;

2) opa/ibHbI/i KaHAMAO3 NOCMe XUMUOTepanuu, aHTMBMOTMKOTepanuun (nepcu-
CTMpPYHOLWMIA 6onee 6 MecALEB); KOXXHO-CIM3UCTBIN KaHAWMAO3;

3) PTMX c¢ annoneumeli, spuTpoaepMmeli nocne TpaHCnaaHTaumum KOCTHOro
MO3ra Un nepenrBaHna KPoBM U B3BECW NIEKOLMTOB;



4) CTUrMbl - NPU3HAKN NEPBUYHbLIX T-KNeTOUHbIX aedmunTo (Oun-Lxopxu -
aHOMaNnuy U, YLLIHbIX PaKoBWH, cepaua);

5) numdonenuns (1,5x10* 1 1 MeHbLUE) € AehUUMTOM MasbIX (4UaMETPOM Me-
Hee 10 MKM MMQOLNTOB);

6) CMWA - cuMHAPOMbI, accouMMpoBaHHbIE C CapKoMol Karowm, avapeei,
MH(EKLMEN «OMMNOPTYHUCTUHECKAMMW» MUKPOOPraHU3MaMu.

B-KneTouHble aetheKTbl (MMMYHOrN00YIMHOB 1 Ap.) BEPOSTHBI MPU HAIMUUK:

1) peunavBUPYHOLLMX MUOTrEHHbIX MHAEKLWA cTanIOKOKKaMK, CTPENTOKOK-
Kamm, reMoqu/IbHON NanoYvKoi, CENCUC, MEHWUHIUT;

2) nepcucTUpytoLweli runepniasmn NMMgaTnyecknX y3nos KULLEYHNKE;

3) MOBTOPHbIX 3MW300B FHOWHO-CENTUYECKMX 3a601€BaHNI, CBA3aHHBIX C He-
CMOCOBHOCTLI0 K OTBETY Ha 6GakTepuainbHble nonucaxapuabl (MHEBMOKOKKOBYHO
BaKLVHY 1 gp.).

LedekTbl haroynToB MOryT 6bITb MPU:

1) peunameupytoLmx abeueccax (gethekT KUNInHra 6aktepuin)

2) noKanbHbIX 6aKTepUabHbIX MHEKLNAX (HapyLLEHWEe XeMOTaKcKca).

HepocTaTO4YHOCTb KOMMEMEHTa:

1) cebopeliHblil aepmaTuT 6biBaeT Npu HegocTaTovyHocTh C5

2) peuuavBupytoLLue THOWHbIe MHAeKUMK - C3 (apyrue - cM. Tabn. 2)

Haunbonee BeposTHbI UMMYHOLEMUUMTBI B TEX Cy4vasx, KOrja MMeeTcs code-
TaHWe HECKONbKUX KAMHUYECKUX U NabopaTopHbIX NPU3HAKOB, 0COOGEHHO, MpY Ha-
6n0aeHnn 6onbHOro B AuvHamuike. [lokasaTenbCTBOM UMMYyHoOZedumuUuTa ABNSETCA
BbISIBNIEHNE CTOMKUX HapyLueHnit B CU.

HecomMHeHHO, Hefb3s cuutaTh UMMYHOAEULMTOM MHOTOYMCIEHHbIE TpaH-
3MTOpHbIE MOAYNALMM TeX WKW Apyrux rnokasatenei CU, KoTopble BCTpeuvatoTcs
npw Lenom psge 3aboneBaHWin 1 BO3AEWCTBMIA Ha OpraHW3m, HO MO CYLLECTBY OTpa-
XaeT HopManbHYHo peakunto C Ha pasgpaxuTeNib. YMepPeHHOe CHUKEeHUE YPOBHS
T-NMMOLUTOB ¥ NOBbILIEHWE KOMMYecTBa B-1MMGOLMTOB B KPOBM MPU BakuUHa-
LMK, UMMYHM3aUMA 1 T.[4., BCEr4a CONPOBOXAAET HOPMasbHbIA UMMYHHbIV OTBET, a
nocne ero 3aTMxaHusi NnokasaTesM BO3BPALLAOTCA K UCXOAHbIM. Takue M3MeHeHUs
MO3TOMY He TPebyHOT KOPPEeKLMH.

Pa3ninyHble BUAbl MMMYHOMATONIOMMW: annepruyeckme n aytoanieprmyeckme
3a60neBaHns, UMMYHOAEe(ULUTHBIE 6ONE3HN U CUHAPOMbI, NPOTEKAtOLLME B BUAE pe-
LMAMBOB MH(EKLMOHHO-BOCNANTENbHBIX MPOLECCOB, ABASIOTCA CMEeACTBMEM CTOM-
KX UMMYHOMOZYNSALWA, BO3HUKLUKMX MOJ BO3AECTBUEM HEe6MaronpusTHbIX (pakTo-
pOB OKpYXaroLeii cpefdbl. Takme UMMYHOMOAY/ALMM BbISBAEHbI Npy 06CNef0BaHAN
60/bHbIX C Pa3NYHLIMK 32601eBaHUAMU (GPOHXONErOYHBIMU, Ay TOINEPTUYECKMMU,
XPOHWUYECKMMU BOCMASIUTENBHLIMW W fp.). BHe 3aBUCUMOCTM OT KOHKPETHOro Kau-
HWYECKOro AmarHo3a, a 60/bLle B CBA3WN C OMpefeSieHHOW TSKECTbI0 60Me3HU, Kak
npasuno, BbIABAAANCE T-AMMBOLMUTONEHNUYECKUIA CUHAPOM, AUCUMMYHOTN00Y/IMHE-
MWW, 3KCNPEeCCUs akTMBMPOBaHHbIX MapkepoB T-Cybrnonynaumia, CTUMYnALUA wm
yrHeTeHue haroumTosa 1 Apyrve U3MeHeHUs UMMYHHOrO CTaTyca, YTo B Lie/IoM OT-
paXano CUHAPOMbI CTOMKOW MMMYHOMOZYNALMK. ECTECTBEHHbI MOMbITKX, BO3AENCT-
BYSl Ha 3TV MMMYHOMOZAYNALUMK, KyMnupoBaTb nmatonoruyeckuii npouecc (Hoemkos
O.K., 1987).



OTANMYUTL BTOPUYHLIA UMMYHOLE(UUMT OT MepBUYHOro 6blBaeT TPYAHO, a
MHOr4a HEBO3MOXHO. [1e/10 B TOM, YTO NEPBUYHbIA UMMYHOLEMULMNT MOXET ObITb
CKPbITbIM, 663 KNMHNYECKMX MaHU(eCTaLWiA, U NPOSBASETCSA TOLKO NOC/e TOro Um
[pyroro NpoBOLMPYIOLLEro BO3AECTBMA 1AM 3a60neBaHNs. Takme 6eCCUMNTOMHbIE
nepBrYHbIE UMMYHOLEMULNTEI MOXHO OOHapY>XUTb Y MPaKTUYECKN 340POBbIX J1H0-
fev (Hanpumep, geduunt IgA). [JokasaTb BTOPUYHbIA XapakTep UMMyHogedmumTa
MOXHO /IMLLb B TOM C/lyyae, ecim paHee y 60/1bHOr0 UMeNNCb HOPMasbHbIe MOKa3a-
Tenu NC, a Bo3aencTBME NPUUMHHOIO MMMYHOZLEMPECCUMBHOIO (hakTopa (Hanpumep,
NeyeHue UMToCTaTUKaMm) O4eBMAHO.

CnefyeT y4ecTb TakXke, YTO UMMYHOLEUUNTLI MOTFYT 6bITb HE TOMbKO 06-
LMW, HO U MeCTHbIMU. Bonee TOro, MecTHast HefOCTaTOYHOCTb Kakoro-nnéo tak-
TOpa UMMYHUTETA MOXET BCTpeYaThCs Yallle, Yem 06Luas.

[na HapyuweHuii CU npy BTOPUYHBIX MMMyHoZedmumTax n BUB xapakTepHo
He CTONbKO U3bMpaTenbHOe YrHeTeHNE U aXe OTCYTCTBME OAHOro U3 38eHLeB CU,
CBOWCTBEHHOE B OO/bLLE/ CTEMNEHN NEPBUYHBIM MMMYHOAEPMLMTAM, CKOBbKO CTOW-
Kuii gucbanaHc pasnyHbIX ()akTOpoB M MOKasaTenein aToi cuctemsl (CABUMM B CO-
OTHOLLIEHWUN nonynsauuiA v cybnonynauuii A(MMAQoLUToB, AUCUMMYHOrN0BYMHEMUS
n gp.). Moatomy nabopatopHas AWMArHOCTUKa BTOPUYHLIX WMMMYHOAE()ULUTOB
[OMKHA OCHOBBIBATLCS HE TOMIbKO Ha BenmMumHax nokasateneid CU, HO 1 Ha ux co-
oTHoweHuax (Hoemkos MA.K., 1987, 1996), M03BONAKLWMX HaxOoAMTb AnarHoc-
TUYECKUE KOIPMULMEHTBI, Hanbosee XapakTepusyroLLme KOHKPETHbI BUA UMMYHO-
fedmupnTa.

NabopatopHoe 06cnefoBaHMe He BCerfa Mno3BoMseT YCTaHOBUTbL TOUHYIO N10-
Kanm3aumio MMMYHHOTO fedekTa, T.K. KOJMYeCcTBO TeCTOB BeCbMa OrpaHU4eHo, a
[edeKT MOXET /I0Ka/IM30BaThCA B /IIOBOM FeHe, y4acTBYHOLLEM B CUHTE3e MOJEKy/I,
peLenTopos, LUUTOKMHOB CU. OfHako, 13-3a He06X0AMMOCTM KoMMeHcauum aedek-
Ta, Apyrue nokasaTemm CU U3MEHAIOTCS, NO3TOMY 4acTO HaxoAaT aucbanaHc ee
nokasaTeneil, YTOo Cny>kKuT KpuTepuem WM, a nepsuyHas obLias BapuabenbHas
MAB nnn BTOpUYHbIA BaprnabenbHbli [, caMmble pacnpocTpaHeHHble AuarHo3bl. bo-
nee Toro, npegnaraetca (Xautos P.M., MuHeruH b.B., 1999) ycTtaHaBnuBaTb guar-
HO3 UMMYHOZEePULMTA TONLKO NO KIMHUYECKUM [aHHbIM - HAIMYMI0 XPOHUYECKOTO
BOCMa/INTENBHOIO MPOLECcca, B KOTOPOM YYaCTBYHOT YCNOBHO-NaTOreHHbIe MUKPO-
OpraHu3Mbl.

NeyeHne nmmyHoaepUUMTHbIX 60ne3Hen

JleyeHve nepBUYHBIX TXKeNbIX W/, 1 CUHAPOMOB MOCAe YTOYHEHUS AnarHo3a
[OMKHO NPOBOAUTLCA B CMELMann3MPOBaHHbIX LieHTpax. MpesnoxeHbl CTaH4apTbl
nx neveHuns (Xavmtos P.M., 2001) ¢ y4eTOM MeXaHW3MOB PasBUTUS.

Heobxogumo cobntogats o06wme npuHUmMnbl nevedms OB n o6ocHoBaTh age-
KBaTHYO Teparuio.

Tepanus 60/bHbIX C UMMYHOAEULUTHBIMU BOME3HAMM BK/IHOYAET:

1) ycTpaHeHWe CUMMITOMOB K/IMHWYECKUX CUHAPOMOB, B TOM UMCie UHKEKLM-
OHHbIX;

2) KOpPPEeKLMIo caMoro MMMyHoethuLmTa;



3) npogurNaKTUKy peLnanBoB 1 OCNOXHEHNA UMMYHOAeDMUMTA.
ECTecTBEHHO, UTO KaX[oe M3 3TUX HanpasneHWid TpebyeT CBOMX MeTOAO0B U
noaxofos. Mo3Tomy cxembl neveHuss MAB - 3TO KOMNAEKC MeAMKAMEHTO3HbLIX W
HeMeAVKaMEHTO3HbIX MEPONpUSATHIA.
MpofoN>KUTENbHOCTb CTALMOHAPHOMO NeYeHNs 3aBUCUT OT XapakTepa u Ts-
YKECTN 60M1e3HN U COCTABNAET OT 3 Hef, A0 2-X Mec.
Llenn npesynbTaTbl Ne4eHns:
- NINKBMAALUMS OCTPbIX KIUHUYECKUX CUHAPOMOB U UX OCIOXHEHUIA
- [OCTWDKEHWE KITMHUYECKOW pemmccum
- NpogmnakTKa peuyamBos

MpodmnakTnka NHpULMpPoBaHNS 60/bHbIX

[N yMeHbLUEHNS! KOHTAaKTOB 6GOMbHOrO C MMKPOOPraHU3Mamy MpUMEHSIOT
pasnyHbIe CNOCO6bI N30MALNN.

M3BECTHbI MPOCThIE UM TEXHUYECKU CNOXHbIE METOAbl MPOGNIAKTUYECKON
n3onaumn. K nepebiM OTHOCATCS: BblAeNEHNE OTAENbHONM ManaTbl C CAHUTAPHBIM Y3-
nom (6okca) ans 60/bHOrO; UCMO/b30BaHUE MEPCOHA/IOM CMEHSIEMbIX Xa/laToB, Ma-
COK, MEepyaToK, TLLATENbHOr0 MbITb PYK; 60/bHbIM 3anpeLlatoT cbipble (PYKTbI,
OBOLLM, MONOYHbIE NPOAYKTHI - BO3MOXHbIE UCTOUYHWMKM rpaMoTpuLaTeNibHbIX Hak-
Tepuii. bonee CNOXHble TEXHOMOMUM HamnpaBieHbl Ha OYMCTKY BO3AyXa OKpY>Kato-
wero 601bHOr0. cnonb3yoTcs M30MSTOPbl C MOCTOSHHBIM MOMOXUTE/IbHbIM [13B-
NeHVieM BO3fyXa; ManaTKu W3 MJacTUYECKUX MaTepuasioB, B KOTOPbIX BO3LYX OYM-
LaeTcsa cneuyanbHbIMU YCTaHOBKaMU; NlaMHapHble YCTaHOBKM, KOTOpble obecne-
UMBAKOT HaMpaB/EHHOE ABVKEHNE OUULLLEHHOTO BO3AYXa.

CucTemMa MHOrONeTHel 13onsUMK Gbina anpobupoBaHa Npy yxofde 3a aMepu-
KaHCKMM Ma/lbuuKoM [13BMAOM, CTPafaBLLUM TSHKeNbIM KOMOWHUPOBAHHLIM UMMY-
HoZeuUUTOM. PebeHOK ObLL POXKAEH B CTEPWU/bHBIX YCIOBUSIX MYyTEM Kecapesa Ce-
UEHUs W cpasy XXe MOMELLEH B CTEPWU/bHBI/ M30M1TOP, B KOTOPOM OH Mpoxun 12
neT. OfiHaKo, AaXe B YCNOBUAX FHOTOBMOMOrMYECKOr0O coaepxaHus [asuaa Gblia
06Hapy>eHa KOMOHM3aUMs ero MOKPOBOB M CTEH M30/1TOpa HEKOTOpbIMM can-
pocutamm (Celine Querre J. et al, 1982).

ViccnefoBaHUs TSKEbIX OHKOOrMYeCKUX 60MbHbIX ¢ U/, He BbISBAMM cyLe-
CTBEHHbIX MPENMYLLECTB CTPOroi M30NALMU B NPeaynpeXxaeHnn MHHEKLNOHHBIX
OC/TIOXXHEHMIA NO CPaBHEHWIO C MPOCTOM M30M15LMENA, NOTOMY UYTO B 3TUOMAOTUM WH-
(heKUMI Y HUX OCHOBHas pPofib NPUHAANEXUT ayTodope. MO3TOMy BHELLHIOW K30-
NAUMIO, KakK MpaBWio, COYETAlOT C AeKOHTaMMHaLel KULIEYHMKA 1 NMOKPOBOB aH-
TUOMOTMKaMM 1 aHTUCENTUUYECKUMU CPEACTBAaMM, UYTO OCOGEHHO BaXHO B MEpUoA A0
M Mocne TpaHCM/aHTaUmM KOCTHOrO Mo3ra. BakHo OTMeTWTb, uTO nto6oiA cnocob
[EKOHTaMMHALMM OKa3bIBAeTCs HEe3((EKTUBHLIM MPOTWUB 3SHAOTEHHbIX BUPYCOB
repneca, LUMTOMEranMnm v Apyrux, KOTOpble YacTO CTaHOBATCA MPUYMHON rubenm
60/bHbIX.

THOTOBMONOIMYECKOE COAEPXKaHWe MpPU MepBUYHbLIX V[, npuMeHsieTcs, rnas-
HbIM 06pa3oM, Y BOMbHBIX C TSHKENBIMU KOMOUHMPOBaHHbIMU UL, pexe - y 60/b-
HbIX C CUMHAPOMOM BuckoTTa-Ongpuya U XpOHWYECKON rpaHynemaTo3Hoi 6ones-



HBHQ ecny 60M1bHBIM He NMepecaXKmnBaroT KOCTHbIA MO3Tr. [ 60/1bLUNHCTBA B0/MbHbIX
C nepBuyHbiMU W[, TpaHCnIaHTauus KOCTHOrO MO3ra He rokasaHa, mosToMmy Wuc-
NO/b3YOT NPOCTble (HOPMbI 3aLLMUThI.

BonbHble ¢ nepBuYHbIMKU W[, HyXXaatoTca B 0COB0OM JoMalLHeM pexume. [e-
TAM C TsDKenbIMU U/, 1 BBICOKON MHGEKLMOHHON 3a60/1eBaeMOCTbI0 MOKa3aHo A0-
MalliHee BOCMuMTaHWe 1 06yyeHue. B 3aBucMMocTy OT popmbl [, BONpoc O cTeneHu
NPOUIAKTUYECKON U30MALMK peLlaeTcs UHAMBUAYaNbHO. Bo Bcex cnyuvasx uene-
co06pa3Ho npefocTaBeHne 60/1bHOMY OTAENbHON KOMHaTbI, UCK/HYeHWe ero KOH-
TaKTOB C MH(EKLMOHHbIMU 60/IbHbIMU.

YcTpaHeHMe 3TUONOrMYecKoro aktopa. 3TO KacaeTcs Npexje BCero BTO-
puuHbIX Wb, Korga npucyTCTBME W3BECTHbIX BpefHbIX (haKTopoB, MNpodeccuo-
Ha/lbHbIX areHTOB OKa3blBaeT MMMYHOZEMNPECCMBHbIE BO3AeNCTBUA. ITU npodec-
CUOHASbHbIE areHTbl Y PakTopbl HEOBXOAMMO YCTPaHUTD.

Tepanus UHPEKLMOHHbBIX 0CNOXHEHMWIA

Tak Kak W nposBastoTCAd MHDEKLMOHHBIMW OC/IOXHEHMAMU, TO MPOTUBO-
MWUKpPOG6Haa Tepanus 3aHWMaeT K/HUYeBOe MeCTO B MX fiedeHnn. Bbibop npenapaTos
3aBMCUT OT BMAa MUKPO(opbl U ocobeHHocTel . OfHako 4acTo Heobxoauma
KOMIMJIEKCHasA Tepanus 13-3a Haln4ms accoLmaLmnii MUKpoOpraHW3moB.

AHTUMUKPOGHbIEe CPeACcTBa He TONIbKO YMEHbLUAKOT J03Y WH(EKTOB, HO U, pas-
pyllas WX, CO3[al0T «ayTOBaKUWHbI», CTUMynupytowme CW. TpoTMBOBMPYCHbIE
npenapatbl, NPenATCTBYIOLLME PENNMKALMN BUPYCOB, OCBOGOXAAIOT UX HYKNENHO-
Bble KUCMOTbI A1 MHAYKUMW UHTEP(EPOHOB, a KancuiHble 6enkv 4ns aktmsaumm
aHTWTenoreHesa.

AHTMbaKTepUabHble Npenapatbl, paspyllas 6akTepum, 0CBOBOXAAIOT CTPYK-
TYpbl, pacno3HaBaeMble KIETKA.MU U r'yMOPa/IbHbIMU (hakTopamMu BPOXKAEHHOIr0 UM-
MYHUTETA: MMONOANCcaxapuabl, NeNTUAOTNKaHbI U ApYTUe, KOTOpble aKkTUBMPYHOT
CW, topmupoBaH/e aganTMBHOIO UMMyHUTeTa. OCO6eHHO 3(hdeKTUBHbI Npenapa-
Thl, KOTOPble HE TO/IbKO HE YrHEeTaloT, HO CaMu CTUMY/IMPYIOT pasBuUTVe UMMYHUTe-
Ta.

AHTunb6akTepuansHaa Tepanus. MNpu cpegHeTsxenbix N/, 6akTepuanbHble
MH(EKLMN YacTo peunamBupytoT. JledeHne BK/IOYAET OCHOBHOWM Kypc U MOAAepXu-
BAlOLLYlO Tepanuio. crnonb3ytoTcs BCE MPUHLMMLI COBPEMEHHON paLyOHaNbHOM
aHTubakTepuanbHoi Tepanuu. OfHaKO ANTENbHOCTL ee MpeBbIaeT B 2-3 pasa ne-
pvog neyeHs 06bIYHBbIX 60/bHBIX. MMPUMEHSIONCA BbICOKUE [03bl aHTUOMOTMKOB
LUMPOKOrO CreKTpa AeCTBMA, UX KOMOMHALMW, ANMTEeNbHbIE KYPCbl KaXoro npe-
napata (go 10-14 gHein npw ero adeKTMBHOCTKM). KynmpoBaHne 060CTpeHUin 6ak-
TepuanbHbIX WHEKUMA JOCTUraeTcs, Kak Mnpaswio, noc/iefoBaTeNlbHbIM MpoBeje-
Huem 2-3 1 60niee KypcoB aHTMOMOTUKOB, O6LLEA NPOAOMKUTENLHOCTLIO He MeHee
4-5 Hepenb. MNPoAOMKUTENBHOCTL NEYEHNS OAHWUM fpenapaTtom cocTaBnseT oT 10 o
21 [HsA. 3AMnupuyeckas aHTMbakTepuanbHas Tepanus Ha3HavaeTcsl, Korga Hews-
BECTHa MPUYMHA MXOPaZKW, HO MpearnonaratloTes rpamoTpuuaTesibHble 6akTepuu.
YacTo mcrnonb3ytoT uedanocnopuHbl (100 Mr/kr/cyTku) ¢ amyMHOrAnkosugamm (B



MaKCMMasbHOW 103e). BosbHbIM ¢ cMHAPOMOM BrickoTTa-Ongprya nx BBOAAT BHYT-
PUBEHHO Yepes KaTeTep, TakK Kak Npy B/M BBEEHNN BO3HUKAIOT reMaToMbl.

BHe 060CTpeHMsi MOAAEPKUBAIOLLYH) Tepanuio NpoBOAAT TPUMETONPUMOM-
cynboMeToKcasonoM (5 mMr/kr/cyTku). Mpn nevyeHUn NHEBMOHUI U APYTUX UH(EK-
LMIA NPUMEHSIOT CTYMEeHYaTblil NPUHLMN: BHaYane BBOAAT aHTUOMOTVKM B/BEHHO (2-
3 [HA), a Nocne KAMHUKO-NabopaTopHOro yayylieHns nepopanbHo (5-8 gHeit). Wc-
Mosb3ytT LedoTakcum, UedTasuanm, LedTprakcoH, aMOKCULMIUH/KNaBYNaHar,
ochloKcaUmH, LedypoKCM B BUAE MOHOTepanuu B KOMOGMHALMKU C MakpoauaaMu u
(hTOpXMHONOHaMU. MaKponmnabl He YTHETarT KOCTHbIA MO3F, XOPOLLUO MPOHMKAOT B
TKaHW. KputepusMu nepexofa Ha nepopa/ibHbIfi MpUeM aHTUBMOTUKOB NpY MHeB-
MOHUSIX CMYXaT: YMEHbLUEHWE KaLlfsi, PeCrMpaTopHbIX CUMITOMOB, HOPMaIu3aLus
TemnepaTypbl, KOMYECTBA IEMKOLMTOB B KPOBM, OTCYCTBME MPU3HAKOB AECTPYKLMN
1 MOPAXXEHWI Pa3/IMYHbIX OPraHoB M CUCTEM, FeHepanM3aLumn npoLecca.

Mpy NHEBMOHUAX Ha (HOHEe HEMTPOMNEHUN (30M10TUCTLIN CTathMIOKOKK, KuLey-
Hasl NasIoyKa, NCeBAOMOHafbI, Fprbbl) MOKasaHbl ME3NOLMANIMH WM BAHKOMULMH Ha
nepuog HeliTponeHunun. B cnyuyae oTCyTCTBUA 3(ptheKTa B TeueHue 24-48 Yacos Liefne-
co06pa3HO MpuMeHeHWe aMmgoTepuLyHa B 1 3puTpoMmUmMHa.

Mpu TsHKENbIX MH(EKLMAX (Cencuc, MepUTOHUT M Ap.) Ha HayalbHOM 3Tare
NeYeHUs NPUMEHSAIOT 3MMMPUYECKOe aHTUbaKTepuanbHble Npenapatbl C LUMPOKUM
cnekTpoMm pencteus: uedanocnopuHbl [ nokoneHnsa (uedagmsum v gp.), QTopxu-
HONOHbI (LMNpOgAoKcaLyH 1 ap.) 1 kapbaneHeMoBble aHTUBUOTUKM - MepOoneHeM 1
MMUNeHeM, 0COBEHHO MpY BEPOATHOCTM aHaspO6HON MHpeKuMU. OBbIYHO HauuHa-
tOT C MOHOTepanuu (MeporneHem 1T 3 pasa B CyTKV BHYTPUBEHHO) Npy HOpMan3a-
LuMn TemnepaTypbl Yepe3 48-72 yaca neyeHue NpPofo/mKaloT. Ecnu obHapyxxeHa
P.aeruginoza, To 106aBNAIOT aMMKaLMH MU LMNPOMIOKCALMH UK Apyrol npena-
paT corfacHoO YyBCTBMTENIbHOCTM BblAeNEHHbIX 6akTepuid. Mpu oTcyTCTBUM 3dh(heKTa
B MepBble 72 4aca AOMOMHWUTENbHO HAa3HAYalT B/BEHHO BaHKOMUUMH. O6bIYHbIE
KOMOUHaLMK - ABa 6aKTepULUAHLIX UK Ba 6aKTEPUOCTATUUECKUX aHTUOMOTHKA.

CXeMbl ne4eHns onpesenstoTcs UHAVBUAYALHO A5 K&XKA0ro 60/1bHOro: npu
HenpepbIBHO-PELMAMBUPYHOLLMX 6aKTepUabHbIX MpoLeccax 60MbHbIE HYXAATCA B
[LNNTENbHOW, NHOT4a MHOTONETHEN M faXe MOXM3HEHHOW aHTUGaKTepuasibHOW Te-
panum NpepbIBACTLIMU WA HEMPEPLIBHO MOBTOPSIEMbIMI KypcaMu.

AHTVGaKTepuanbHas Tepanus npu W npUMeHsieTcs He TONbKO C NnevebHol,
HO M C NPO(MNAKTUYECKON Lienblo. Tak, 60/bHbIM C FyMOpaibHbIMUA 1 KOMBUHUPO-
BaHHbIMU UMMYHOZePULMTaMU, HAXOAAMMUCH Ha PerynsipHoli 3amecTUTEeNIbHOM
TepanMu UMMYHOr06y/IMHaMW, MOTYT MPOBOAUTLCS KOPOTKME KypCbl aHTWOMOTU-
KOB B MPOMEXYTKax MeXAy BBeAeHusMU lg-npenapatoB. Takum nyTem 6onee yc-
MeLHo NpeaynpexaatoTcst MHPEKLMOHHbIE 060CTPEHUs 1 NOBbILIAETCS 3PEHEKTUB-
HOCTb CaMoOli 3aMecTWUTeNbHONM Tepanuun. Ipu XPOHUYECKOW rpaHyneMaTo3HoW 60-
Ne3HW, NOCTOsHHAs NPOMUIAKTUYECKas aHTUOMOTMKOTEpanUst CHATAETCS OCHOBHbIM
CPeACTBOM MpeaynpeXaeHus pasBUTUS OMaCHbIX ANS XKU3HW MH(EKLMOHHBIX OC-
NOXHEHU.

AHTNOMOTMKM BOCTO/HAKOT AetheKT KWIMHIa MMKPOOPraH13MOoB (harouuTa-
Mu. C yyeTOM natoreHesa MMMYHHOTO AeheKTa NPy XPOHUYECKON rpaHy/nemaTos-
HOI 60/1e3HM PEKOMEHAYETCA WCMOMb30BaTh GaKTepuLMAHble Mpenapatbl, MPOHW-



Kalolime BHYTPUK/IETOYHO (AMUHOIAMKO3WAbI, PpUQaMiUUMH, TPUMETPONPUM-
cynbhameToKCaszon).

Ponb aHTMGaKTepuasbHOW Tepanuu B Noc/iefHee BpeMs BO3pacTaeT B CBA3N C
MOSB/IEHNEM HOBbIX MOKONEHWUIA aHTMOMOTMKOB, 061afaroLmMx NOMUMO GakTepmo-
CTaTUYECKUX W 6aKTepuUMAHbIX 3(PEKTOB, MNPAMbIM MMMYHOCTUMY/IMPYIOLLMM
fecTBreM. HasHaueHMe Takux MpenapaToB onpejensercs BUAOM fedekTa, KoTo-
pblii OHX NapannenbHO MOryT BOCMOMHWTL. 10 MOKa3aHUAM WM YyBCTBUTE/IbHOCTM
MUKPOMIOPbI 04aroB MHMEKLUMM NPUMEHSIOT: LedanocnopuHbl (LMIpodIoKcaLmH,
uedrasuaum), uedoTtakeum (KnadopaH), LeKnop, LepuakcoH (poueduH), B BO3-
pacTHbIX f03ax - OT 2 [0 4 HefeNb; aMUHOrNUKO3WAbl (TeHTaMULMH, aMUKaLMWH,
TOO6paMULMH B TeueHWe 2-4 Hefefb); NEeHULUUNIMHBL (aMMUOKC, aMOKCULMIVH,
aMOKCUKNaB), MMneHeM + TneHam (15 Mr/kr 4 pasa B CyTKu 2-3 Hep); CynbhaHnna-
mMuabl (TPUMETONPUM-CYNbgaMeToKcason - B Bo3pacTe 6 Hed —6 mec no 120 mr 2
pasa B CyTKW, 6 mec - 5 neT - 240 mr 2 pasa B CyTKu, 6-12 neT - 480 mr; 6aKkTpum,
CEKTPUM) B TeyeHue 3 Hef - 2 Mec. [1pu FHOMHBIX MOMOCTHBIX NpoLeccax (CUHYCK-
Tax, 6pOHXMTax) - NPOMbIBaHWE, NaBaXK OHPOHXOB, MYKONUTUKM; NPU KOXKHbIX Nopa-
XEHUAX - aHTMbaKTepuasibHble Masu, 06paboTKa aHTUCENTUYECKUMIM PacTBOPaMU.

MpoTuBorpubkKoBas Tepanus. MpoTMBOrpuOKOBbIE Npenapatbl y 60MbHbIX C
W/ npuMeHsIOT ¢ neyebHON M npotmnakTnyeckoin Lensto (Ceprees HO.B. u ap.,
2003). bonbHble € pasnuyHbIMK (opmamu [, HEOAMHAKOBO YYBCTBUTENbHbI K
rPMOKOBO MHMEKLMA. Y BO/bHBIX C ryMOpanbHbIMA Y MHOTUMU KOMOUHMPOBAH-
HbIMW fedeKTaMu rpubKoBas MH(EKLMUA BCTPEYAETCA He YacTo, MO3TOMY NPOTUBO-
rpmokoBble npenapatbl (HUCTATUH, NIEBOPUH, AM(IIOKaH, KIOTPMMA30/) MPUMEHS:-
t0TCA B NPOUNAKTUYECKNX LO3MPOBKAX NPY NOBTOPHbLIX KypcaxX aHTUONOTUKOB.

Begyluee 3HaueHWe NpOTMBOrpPMOKOBas Tepanus MpuobpeTaeT Npu NleYeHum
reHepann3oBaHHbIX (HOpM FPUBKOBOIA MHpeKLMU. OCHOBHYHO npobnemy npegcras-
nseT vHbekuns Kavaupamm npy Takmx W[, Kak XPOHWUYECKWUIA KOXHO-CMU3NCTbIN
KaHAMAo3, cuHApoM An [xopmxu, Tskenas KOMOMHMPOBaHHas MMMYHHasa Hegoc-
TaTOYHOCTb. Y TaKMX 60IbHbIX MOFYT OblTb MOPAXKEHUA KOXMW U CUZUCTBIX 060/10-
yek rpmbammn Candida n Aspergillus, HO BO3MOXHbI W TshXenble MHDEKLUN, 0COOEH-
Ho npu CIMW/A n pake BbicokonaToreHHbIMK Histoplasma capsulatum, Coccidiodes
immitis; peako BcTpevatoTca eorndommkosbl (Curerelaria spp., Alternaria spp. n
ap.), a3urommkossl {Rhizopus spp., Mucor spp.), rmanorngommkossl {Fusarium spp. u
[p.) B CBA3N C 3HAOrEHHON KOMOHU3aLUWeld. Y 3TUX G0/bHbIX JaXe HEernaToreHHble
[OPOXOKM MOTYT BbI3blBaTb fIeTaslbHbIE UH(EKLMM.

[nutensHoe Bpems OCHOBHbIM MPOTUBOrPUBKOBBLIM NpenapaTom npu pacnpo-
CTpaHeHHOM KaHAuAo3e ABAsacA amgoTepuumnH B. MpenmylecTBOM 3TOro npena-
paTa fIBNSETCS ero BblCOKas APHEKTUBHOCTb U BOSMOXHOCTb BHYTPUBEHHOIO U 3H-
[0NoM6anbHOro BBELEHUS, YTO 6blBaeT HE06X0AMMO MPU BUCLLEPa/IbHbIX KaHAWAO-
3ax UM KaHAMA03HOM MeHUHrMTe. OfHaKo npenapaT TOKCUYEH, YTO OrpaHuYmnBaeT
ero npvMeHeHWe Havbonee TAXKENbIMU MUKO3aMK (NPpY UHGEKLUK acnepruniamu no
1 mr/kr/cyTkn 6 mec). MeHee TOKCUYHa ero mnocomasnbHas opma - ambusom (3-5
Mr/Kr). HeonacHble Anst XW3HW NOBEPXHOCTHblE KaHAMAA-MH(EKLMUMN, B YACTHOCTM
KOXHO-CMIM3UCTBI KaHAMA03, 3(EKTUBHO YCTPAHAIOTCA npenapaTamyv UMUAa30/b-
Holi rpynnbl. KeTokeHason (Hu3opasn, opyHran) B gose 200-400 Mr B CyTKM MpUBO-



OUT K OUULLEHNIO CAUSUCTBIX OT HA/IeTOB MOMIOYHULbI B TeYeHue 24-72 4acoB. YCT-
paHeHVie KOXHbIX NOBPEeXAeHWA TpebyeT 2-9 Hefenn. SHTepasibHOe NeYeHune Lene-
€006pa3HO CoYeTaTb C MECTHbIM MPUMEHEHVEM MPOTUBOIPUOKOBBLIX Ma3eid n Xua-
KocTeir. HecmoTps Ha xopoLumin aththekT, HabNAaeMbIil Ha MPOTSHKEHNN BCErO Kyp-
ca JleyeHns 1 B GavdKaiillee nocse ero 3aBepLUeHUs CPOKKM, OTMEeHa npenaparta npu-
BOZAWT K MOCTEMEHHbIM PeLMAMBaM rPUOKOBbIX MOPaXeHWA. M03TOMY CXeMbl fieye-
HUA 6OMIbHbIX XPOHWYECKUM KaHAMA030M WHAMBMAYaNnbHbl. Manas TOKCMYHOCTb
AnhIroKaHa 1 XopoLLas MepeHoCMMOCTb 60JIbHBIMU MO3BOASET MPOBOAUTL A/IUTENb-
HOe NleYeHNe JaXe Y MaeHbKUX AeTel.

BO/bHbIE XPOHUYECKUM KOXHO-C/IM3UCTBIM KaHAMAO30M MOTyT CTpajaTb Tak-
e peLuavBUPYOLLMMIA Y XPOHUYECKUMI GaKTepuanbHbIMU MHpeKUuamM. CaHaums
6aKTepnanbHbIX 04aroB [OCTMraeTcs C MOMOLLBIO PaLMOHaNbLHON aHTU6aKTepuasb-
HOI Tepanun Ha (hOHe MOCTOSHHOrO Npuema NPOTMBOrPUOKOBLIX NpenapaTos. [
NpoUNaKTUKM NMHEBMOLIMCTHON MHEBMOHMM MPUMEHSIIOT /IYKOHA30/1 UM UTPaKo-
Hason (5-10 mr/kr/cyTkn). Onsa npodunakTUKM MHEBMOLMCTHBLIX MHEBMOHWIA Mpw
BY-nHekumn, a TaKkkKe AN NleYeHWS UCMOMb3YHT MeHTaMUAMH (aspo3onn K
B/BEHHO), a MPU ero HeMmepeHOCUMOCTH - AancoH. OfHaKo, ecny Ha hoHe MPUMeHe-
HUS aHTMOMOTWMKOB LUMPOKOr0 CMeKTpa fAeiicTBus (PebpunuteT coxpaHseTca 5-7
[Hel, a rpubbl He yAacTCsa BbIAENTb, PEKOMEHAYETCS aMm(poTepuLmH B fo3e 0,5-0,6
MI/KT/CyTKN.

MpoTwnBoBMpycHas Tepanusi. OHa NokasaHa Npy T-KNETOUHbIX U MHTepde-
POHOBbLIX M f. [MpohnnakTUKa HEKOTOPbLIX BUPYCHBIX MH(EKLMIA focTuraeTcs 6na-
rogaps BakUMHaUuMn Npu coXpaHeHUW Y 6OMbHOTO CUHTE3a aHTUTen. VX geduunt
COMPOBOXAAETCA BUPYCHbIMU 3HUedanuTaMmm n MeHuHrutamu, ECHO - BMpYCHbI-
MU UHGEKLMSMNA.

Mpn nevyeHUU BMPYCHBIX PECMMPATOPHbIX WMHMEKUMIA Yy 60MbHbIX ¢ UM, nc-
Mo/b3yHOTCA BCE OOLLEMPUHATbIE CPEACTBA, a TakXKe AOMOMHUTENbHbIE Neve6Hble
WM NponnaKTUYecKne Mepbl, NpesynpeXxaatoLye pa3sBUTUE OCNOXHEHUIA C yde-
TOM KOHKPETHOro AetekTa UMMYHUTeTa (aHTMOMOTMKW, BHEOYEpPeAHOe MepeniBa-
HUWe MnasMbl UM BBEAEHME raMMa-rnobynvHa).

A heKTMBHLIM CPeACTBOM TEpanunm OCTPbIX reprneTuyecknx MHMeKUnin (reHn-
Ta/lbHbIX, MPOKTWUTOB, MHEBMOHWIA) ABASETCA MNpenapaT auukIoBMp (30BMpakc) B
BO3paCTHbIX [03aX, [eliCTBME KOTOPOro OCHOBAaHO Ha 6/I0KMpOBaHUK creuuduye-
CKUX (PEpMEHTOB BUpYCa, NPW Feprece v LUTOMEranioBUPYCHON MH(EKLMU MCNONb-
3YHOT TakXKe (JOCKapHET, FaHLUMK/I0BUP, 3aTeM (PamMLMKIOBMP.

Mo nokasaHWsM Ha3HayaloT MpenapaTrbl MHTEP(EPOHOB B Pa3/IMYHbIX [O3M-
pOBKax B 3aBMCMMOCTM OT BUAa UMMYHHOTO fedekTa. MpoTMBOBMPYCHBLIM AeiACTBI-
em 061aaeT U30NPUHO3MH.

JINHKOMULWMH, TPeHTaN NoAaBAstOT MHOrMe Bupychl (repnec 1Tuna, sHueda-
nomuenuTa u gp.).

MpoTrBonapasuTapHas Tepanusi. B nevyeHnn napasutapHbIX WHAGEKLUiA y
60/IbHbIX C HEJOCTATOYHOCTBIO MMMYHUTETA UCMOMb3YHOT 0OLLENPUHATbLIE Npenapa-
Thbl 1 AO3VIPOBKW.



JNeyeHune 1 NpomnakTUKa UMMYHOr106ynnHamm

Mpw arammarnobynuHemuun, gemumTax aHTUTEN M BTOPUYHBLIX rMnorammar-
NobynMHeMUAX MPUMEHEHWEe MNpenapaToB MNaasMbl KPOBU U BHYTPUBEHHbLIX UMMY-
HOrNOBYNMHOB ABNSETCA BEAYLLMM METOAOM leYeHNS U NPONNAKTAKN UH(EKLWIA.

Mpu HepocTaToOuHOCTM MMMYHOrnobynuHos (lg) (arammarnobynmHemms) Ig
BBOAAT B/BEHHO B pexkume HacbiweHnst no 400-800 mr/kr maccbl. Oktaram no 400-
800 Mr/Kr o4HOMOMEHTHO, MoAAeP>XMBatOLMIA Kypc: oaHO BBegeHue (200 mr/kr) ¢
nHTepBanom 3-4 Hepenw. MeHTarno0buH HOBOPOXAEHHBIM MO 5 MI/KI eXefHeBHO 3
AHa (1,7 mn/kr/uac), B3pocnbiM - 0,4 ma/kr/uac n go 15 mn/kr/yac 3 cytok (LLegens,
1996). HuxHeHoBropoackuii Ig BBoasaT no 25-50 mn B TeueHune 3-5 gHel.

HaTvBHYO CBEXe3aMOPOXXKEHHYH MnasMy npumMeHstoT no 10-40 mn/kr. Kypc
1000-2400 mn 2 pa3a B HeZento.

[na npothunakTvkn nHpekLmumn yposHu Ig npu VI Lo/mkHbI NOAAEPXKMBATLCS
He Hxke 4-6 r/n (200-800 mr/Kr/mecal, okTarama). HaTvBHYH0 nnasmy C 3TOM e Lie-
Nbto BBOAAT 1 pa3 B mMecal, no 15-20 ma/kr.

MpodmnakTYecKass UMMyHMW3aLms
CornacHo memopaHgymy BO3 (1995) »uBble BaKLMHbI HE JO/MKHbI BBOAUTHCA
B TSXKE/bIX CNy4YasaxX HeOCTaTOYHOCTU UMMYHUTETa:
- MpW KOM6WHMPOBaHHbIX W[, 1 arammarniobynmHemMuu
- npu npuobpeTeHHbIX W[ B CBA3X C AnMGpoMamu, 1MmGorpaHyiemaTosom,
Neliko3ammn 1 ApyrM1 OHK03a60N1eBaHMAMUN CUCTEMbI UIMMYHUTETA
- Mpu fIe4eHU UMMYHOAENpeccaHTaMun 1 Ny4eBoii Tepanuei
BONMbWMUHCTBO NPOUAAKTUYECKUX NPUBMBOK NPOBOAUTCA B MepBble nonTopa
roga Xu3Hu 1 geTn ¢ nepeuYHbIMU V[l OKa3sblBatOTCA MPUBUTLIMU [0 TOr0, Kak UM
yCTaHaBNMBaeTCA MMMYHONOrmueckunii guartos (MeayHuupsiH H.B., 1999). Petpo-
CMEKTVBHBbIV aHan13 NnokasbIiBaeT, YTO B 6ONLLUMHCTBE Cy4aeB AeTu ¢ U/, nepeHo-
CAT UMMYHM3aUMIO 6e3 OCNOXHEHWIA. JTMLb NPU TAXKEbIX KOMOUHUPOBaHHbLIX UM-
MyHOAe(hMLUMTaX, XPOHUYECKON rpaHynemMaTo3HON 60Me3HN W Y OTAEeNbHbIX 60/b-
HbIX C arammarniobynmHemmnein 1 obLein BapuabenbHO runorammMaraiobynMHemme
MOFYT BO3HMKaTb MPUBUBOYHbLIE WH(EKLMM, BbI3BAHHbIE XMBLIMU ATTEHYMPOBaH-
HbIMW BUPYCHbIMW WM GakTepuanbHbIMK BakuvHamu (MegyHuubiH H.B., 1997,
CemeHoB b.9., 2002). Hanbonee n3BeCTHbI reHepanusoBaHHas BLDK-uHdpekums y
60/IbHbIX XPOHUYECKON FpaHy/NeMATO3HOM 60NE3HLID U TSHXKEbIM KOMOWHMPOBaH-
HbIM V[; napanuTuyeckuii NOAMOMUENNT Y 60/bHbIX arammarnobynmHeMmeid. -
(heKTMBHOCTb BaKUMHaLMKU y feTeil ¢ [, HeBbiCOKa: NPy HeJOCTaTOMHOCTU UMMY-
HOrNo6yNMHOB ¥ runep-1gE-CMHAPOME M3-3a KONMYECTBEHHOMO AehuLmMTa aHTUTeN,
a Npy KOMOMHMPOBaHHLIX fedeKTax —BCNeACTBME HECOCOOHOCTH K BbIpaboTKe aH-
TUTEN Ha aHTUreHbl. Ho MMMyHM3aLmMa aHaTOKCMHamK Ge3onacHa.
MecTHas Tepanus B oyare MOPaXXeHUs 3aBUCUT OT ero Buaa: npu npossfe-
HUAX anneprum - KOPTUKOCTEPOUAHbIE Masu (3/10KOM, afiBaHTaH, NpesHU30/10HOBas
M p.), Npy COMYTCTBYIOLLEA UH(EKLMN - TPUAEPM U Ap.
Kpome TOro, B 3aBUCMMOCTY OT BUAA U THKECTU W[, NPUMEHSIOTCS LONOHU-
Te/bHble METOAbI IeYeHNS.



PeKOHCTPYKTMBHAA UMMYHOTepanus

[na BocctaHoBneHWs CU 'y 6OMbHbIX C FEHETUYeCKUMU AetieKTamm Heobxo-
OMMbI TPaHCNIaHTaLMA XXM3HECNOCO6HbIX CTBOMOBLIX KeTOK CUW foHOpa WK reH-
Has Tepanus.

Martepuanom Ans TpaHCMAaHTaLMmM MOryT CNYXWUTb MOMMNOTEHTHbIE remMorno-
3TWUYECKME CTBOSIOBbIE KETKM KPOBW, KOCTHOrO MO3ra U1 3MOPUOHaNbHON NeyeHu,
(heTanbHbIA TUMYC UK KYNbTUBUPYEMbIA TUMWYECKUIA anuTenuid. Mepecasgka opra-
HoB CU (Tumyca 1 ap.) NpyMeHseTca peaKo.

[eHHas Tepanus OCYLLECTBASETCS NyTeM MepeHoca HOPManbHOro reHa ¢ no-
MOLLbIO BEKTOPA B KNETKM 6O/LHOTO.

VMicnonb3oBaHue reHeTUYecKU MOAUPULMPOBAHHbLIX CTBOMOBbLIX KIETOK
ONA TeHHOW Tepanun. Y 60MbHbIX X-CUENNeHHbIM TSXKeNbIM KOMOWHUPOBAHHbLIM
MMMYHOZE(ULMTOM OTCYTCTBYeT TFeH, OTBETCTBEHHbI 3a CUHTE3 o00wel y-
cy6beauHuLbl HTepneiknH-2 peuentopa (IL-2Ryc). VIHTepnelikuH-2 Heobxoaum
Ans 06pa3oBaHusa 3pefbiX T- 1 B-nMM(OLUTOB, HaTypaibHbIX KUANepoB. B pesysb-
TaTe oTcyTcTBUS IL-2RyC He BOCMPUHMMAETCA CUTHaI-KOMaHAa WHTep/eikuHa-2
3TUMM KNeTKaMun 1 No NpUYMHe OTCYTCTBUSA 3penbiX IMMBOLMUTOB Y TakMX B0/bHbIX
MOCTOAAHHbIE TSXKeNble MH(EKLMMN, KOTOPble BbI3bIBAOTCA AaXe canpoduTamu, 4acTo
NpuBOASLLME K rnbenm pebeHka.

[na neyeHns atux aeteli hpaHLy3CKne MMMYHONOMN UCMONb30Ba/IN FreHeTHYe-
CK/ MOAM(MLMPOBaHHbIE CTBO/OBLIE KNETKWU. [N 3TOr0 BblAeNeHHbIE U3 OpraHu3Ma
60N1bHOr0 CTBO/OBbIE KNETKW Ky/bTUBMPOBaSN C Ae(heKTHbIM PETPOBUPYCHBLIM BeK-
TOPOM Ha OCHOBE BVPYCOB MbILMHOW neiikeMun MOMOHK, KOTOPbI cogepxan
BCTPOEHHbIA YenoBeyeckuii reH IL2Ryc. 3aTem Bblgensinu Te CTBOMOBbIE KMETKW, B
KOTOpble MPOHUK PETPOBUPYCHBI/ BEKTOP C reHoM IL2Ryc. 3Tn CTBONOBbIE KNETKM
BBOAWN 06paTHO 60/1bHOMY pebeHKy, KOTOpbIA MONHOCTLIO M3neynBancs ot 6ones-
HW. Ho y 1 u3 10 peTeld, NPONEYEHHbIX TakMM METOAOM, pasBuBasICs OCTpbIn T-
KNETOYHBbIVA NMMMGO61aCTHbIN Neiiko3. ITa npobnema 06ycnoBneHa TeM, YTO NOKa He
yfaeTcsd TOYHO MPOrpamMMupoBaTb MECTO BCTpamBaHWs BHOCUMMOrO reHa B rEHOM
60nbHOro. IcX0fHO B reHOMe YesioBeKa MMEHTCH OHKOreHbl, KoTopble obecneynBa-
0T BbICTPbIA POCT KNIETOK B 3MOPUOHA/IbHLIA NEPUOS, pasBUTYS.

TpaHcnnaHTaymMsa KOCTHOro mo3ra 60/bHbIM ¢ nepBuyHbIMM MAB. KocT-
HbliA MO3T COAEPXXWT MOMMMOTEHTHbIE TEMOMO3TUYECKME CTBOJOBbIE KETKM, CrMo-
CO6Hble K AU((epPeHLMPOBKE B 3PUTPOUAHYIO, MUENOUAHYIO U MerakapuoumTap-
HYI IMHWUKU KneTok. TyTeM TpaHCniaHTauuMm KOCTHOrO Mo3ra W3feuyeHbl LeCATKM
60/bHbIX C paHee Hem36exHO (aTaibHbiMKU W[ cuHapoM BuckoTra-Ongpuya; T4-
Xenasa AUCKHYHKLMA HeATPO(KNIOB; XPOHWYecKas rpaHynemarosHas 60fe3Hb feT-
CKOro BO3pacTa; TshKenblil arpaHynouutos (6one3Hb KoctmaHHa); MMMyHOAehULnT
C HeWTpOMeHVen 1 XpsLLe-BONOCAHOW TMNonnasvein; mMnageH4Yeckmin ocTeoneTpos
(MpamopHas 60ne3Hb); OCTEONeTPo3 C MO3AHUM Hayanom; MAMonaTuyeckas u UM-
MYHHas N1acTUYeCKMe aHEMUK.

CnefyeT OTMETWUTb, UYTO TpaHCMaHTaLus remMornoaTUYeCcKUX CTBOMOBbIX KIle-
TOK He MokaszaHa npu W[, B OCHOBe KOTOPbIX NEXUT Ae(eKTHOe KPOBETBOPHOE
MUKPOOKPYXXEHWE Y peLnnueHTa Ui geekT perynsaTopHbiX MeXaHW3mMoB Nponu-



thepaumn, guddepeHLMPOBKA 1 CO3pEBaHUA IMM(ONAHON NNHUN KNETOK (Hanpu-
Mep, NPV HAIMYMK NATONOTMYECKMX K/IETOK-CYNPECCOPOB UAU UHTMOUPYHIOLLMX Cbl-
BOPOTOYHbIX (JaKTOPOB), a TakXke npu nHgekumsx CA (CNA).

Hannyuwine pesynbtatbl OblM NOMAyYeHbl MPU UCMONL30BaHUM B KayecTse
[oHopa KocTHOro mMo3sra HLA-uaeHTMYHOro cmbea unm Apyroro poLCTBEHHOrO fo-
Hopa. Mcnonb3oBaHue HLA-ranfnongeHTU4Horo pogutens uim HLA-t(eHoTunuyec-
KW WOEHTUYHOTO HEPOACTBEHHOMO AOHOPA 6€3 UCTOLLEHMA ero T-KNeTOK COMpOBOX-
[laeTCA 0YeHb BbICOKOM YacTOTON NeTaNbHON peakumn TpaHCnaaHTaT NpoTUB X03au-
Ha (PTMX). [locTaTO4YHO BbICOKA 3PMEKTUBHOCTL MCMNOMb30BaHWSI UCTOLLEHHOTO OT
T-knetok HLA-rannoufieHTUYHOro KOCTHOMO MO3ra, HO Y 3HauMTe/bHOW 4acTu
60/bHbIX NPOUCXOAUT BOCCTAHOB/MIEHME /IULLL K/IETOYHOr0 MMMYHUTETa, a A1 Bbl-
XVBaHUA UM He06X0AMMa MOCTOSIHHAs 3aMecTUTeNbHAA Tepanus UMMYHOrNobynm-
Hamn. WpaeHTnyHocTb no HLA-monekynam Heobxoguma M noTomy, 4to T-
NMMAQOLMUTBI PaCro3HAOT YyXXepOoAHble MeNTUAbI-AaHTUTEHb! UL B KOMMEKCE CO
«cBoUMU» HLA-Monekynamm, mnocse 4ero 3anyckaeTcsi HOPMa/lbHblA VMMYHHbIR
OTBET U CUHTE3 aHTUTEN.

B cnyvasax HenonHoit HLA-WAEHTMYHOCTW [JOHOpa M PeuunueHTa Ha ycnex
MCNO/Mb30BaHNA Lie/IbHOTO KOCTHOrO MO3ra MOXHO PacCyvTbIBaTb TObKO MPU UAEH-
TuyHocT HLA-D noKyCcOoB fOHOpaA W PeumrnmeHTa, YTO MOXKHO BbISIBUTL MO OTPULA-
TeNbHbIM pe3ynbTaTamM CMeLUaHHOM KynbTypbl NMMGOLMTOB. OTCYTCTBUE MOMOBbIX
pasnuunii Mexay 4OHOPOM M PeLUNUEHTOM, a TaK)Xe MOSIOAO0M BO3pacT peLunmeHTa
YNyuyLlaT NPOorHo3 TpaHCcMIaHTaumMm KOCTHOro mosra. O6s3aTe/lbHbIM MOMEHTOM
NpoBeAeHNs TpaHCNNaHTauMyM KOCTHOro Mo3ra 60/bHbIM € nepBuYHbIMU W[, fBNs-
eTCs NpeTpaHcnnaHTauMoHHasA LeKOHTaMuHauma 1 cTporas 6e3MuKpobHas m3ons-
UMa peuunueHTa B MOCTrpaHCrniaHTauMoHHoOM neproge. Cpoku msonauuy npy Ta-
XKenbIX KOMOUHUPOBaHHbIX [, 0T HECKO/bKNX Hefenb 0 HECKOMbKMX MECALIEB.

Hanbonee 4acToil MpUUMHON Heyfa4yHOW nepecafky KOCTHOTO Mo3ra 60/b-
HbIM C MepBUYHbIMM W[, SiBNseTCA pa3BMTME OCTPOIA WM XPOHWUYECKON peaxuuu
TpaHcnnaHTaT NpoTmB Xo3anHa (PTMX) nan oTTop)KeHWe TpaHcnaHTaTa. PassuTtne
PTIMX HeckonbKo Yalle HabnogaeTcs Npy TSHKeNo KOMOMHUPOBAHHOW UMMYHHO
HelOCTaTOYHOCTU; OTTOPXKEHMe TpaHCnlaHTaTa 60/ee XapakTepHO A/ CMHApOMa
BuckoTTa-Ongprya M XpOHWYECKOW rpaHynemaTosHoii 6onesHu. Ecnu Tskenas
KOMOUHMPOBaHHAsA UMMYHHasi Hef0CTaTOMHOCTb, Kak MpaBuno, He TpebyeT npose-
[eHUs NpeTpaHCnNaHTaLWOHHOMW MMMYHOCYMpeccun, TO B CAyvae XPOHWUYECKOM
rpaHyneMato3Hoil 60nesHn ¥ cuHapoma BuckoTTa-Ongpuya oHa 06s3aTenbHa U
[OCTUraeTcs XuMmno- (LLMKnocnopuH A, uuknodocdaH) uam ny4veBoi Tepanueid. Mpu
CUHApPOMe BuckoTTa-Ongpuua Takke HeobxoLuma npeTpaHCcniaHTauWOHHas Mue-
noabnauyua (Hanpumep, ¢ NOMoLWp 6ucynbaHa) and obecrneveHns 30H andige-
PEHLIMPOBKN NMepecaXeHHbIX reMornosTUYeCKMX CTBO/IOBbLIX K/IETOK HE TO/IbKO B Ha-
npasfeHu MUeNonaHbIX (MMMBONAHBIX) 3N1EMEHTOB, HO U MO JIMHUN MerakapuoLuy-
TapHOro pocTKa.

TpaHcnnaHTauusa Tumyca UM KynbTUBMPYEMOTO TUMWYECKOrO 3MUTENUS.
M3onvpoBaHHas nepecagka ambpuroteTtanbHoro Tmmyca 6bina Hanbonee ahhekTvB-
Ha nNpu cuHapome [u-IHxopaku v Bbi3blBasa y 60/1bHbIX BOCCTAHOB/EHVE CMNOCO6-
HOCTU OTTOpraTb KOXHbI NIOCKYT, pearmpoBaTb B KOXHbIX TECTaxX ruMepyyBCTBU-



TeNbHOCTN 3aMef/IEHHOr0 TUMa 1 0TBeYaTb nponudepaumein NMMQOLMTOB peLmnu-
eHTa Ha ®I'A (Metpos P.B., /lonyxuH, 1974). BoccTaHoBneHWE T-KNETOYHOIO MM-
MyHUTeTa 06bIYHO HabMOAANOCL B TeUYEeHUe MepBOro Mecsaua nocse TpaHcniaHTa-
LMK, XOTA Y HEKOTOPbIX 60/1bHBIX TOMBKO Yepe3 4-7 MecaleB. CyLLECTBEHHO, YTO HU
y OfHOro 60/bHOr0 ¢ cuHApoMoM Au-IbKop[Xy nocne TpaHCniaHTauuu nocTHa-
Ta/lbHOTO TMYyCa He HabAaN0Ch NPU3HAKOB XMMepusma unn PTMX.

[na TpaHcnnaHTaumMm 06bIYHO UCNONb3YT TUMyC 10-16 Hefenb rectauuu.
Tumyc, B3ATbI OT SMOPMOHOB CcTapile 12 Hefenb rectauuu nepes TpaHCMIaHTaLm-
e cnepyeT 06/1yUnTb 41 3NUMUHALMM MOCTTUMUYECKMX IMMGOLUTOB, CNOCOOHbIX
BbI3bIBaTh Y peuunueHTa PTITX.

VIMMYHONOrMYecKoro yayuylleHns yaanocb o6utbea y rpynnbl geteid, 60b-
HbIX KOMOWHMPOBAHHON MMMYHHOI HEeOCTaTOYHOCTHIO C aTaKCUen-TeneaHrnoakKTa-
3ueli (cuHApoM Jlyn-bap), KOTOpPbIM TPAHCMaHTUPOBA/IN eAVHbIA KOMMNIEKC TUMYC-
rpyaviHa OT MepTBOPOXAEHHbIX AeTeil. OfHaKO KaTaMHecTUYecKue HabnogeHus
MoKasanu, YTo B BO/bLUMHCTBE C/lyyaeB aP(eKT 0Ka3acs BPEMEHHbIM WU YacTUy-
HbIM.

Jpyrum cnocobom BOCCTaHOBNEHWUS MMMYHOKOMMETEHTHOCTU ABNAETCA Mnepe-
caflka 0JIMTE/IbHO KYNbTUBMPYEMOIO TUMUYECKOrO 3nuTenuns. 3 mocTHaTasbHOro
Tumyca umsrotasnmeatoT 500-600 3KCMNaHTaTOB pasMepPoOM OKOMI0 1 MM KaXKablil 1
KynbTuBMpYHOT B cpefe Hams-FIO ¢ gobasneHnem 30% 3MO6p1OHaNbHON CbIBOPOT-
kv kpoBu Tenat (FCS). 3Tu ycnosus obecneynBatoT rnbenb TUMOLMTOB Mpu Nog-
Lep>XXaHny BbDKMBAEMOCTY 3NUTeNNabHbIX KNeToK. Mocne 14-21 AHA KyNnbTUBUPO-
BaHWA 3KCMIAHTaTbl UCCMEAYHOT MUKPOCKOMUYECKU ANA MOATBEPKAEHNUSA 3NMMUHA-
LMY TUMOLIMTOB W BBOAAT MOAKOXHO, BHYTPUBPIOWMHHO, IMB0 MOACAXKMBAKOT XU-
pypruyeckv nog cacumio 6egpa.  OnucaHbl efyHUYHbIE Cly4van 3PGEKTUBHOIO
NPUMEHEHNs TpaHCMnIaHTaLMm aM6progeTansHOro Tumyca 60/bHbIM ¢ CUHAPOMOM
[MCCEMUHMPOBAHHOIO KaHAMA03a KOXW U CAWM3UCTBIX.  VIMMYHOKOPPUIMPYHOLLWIA
aeKkT B page ciyyvaeB MOBbIWAICA MPU OLHOBPEMEHHOM MPUMEHEHWUM (haKTopa
rnepeHoca.

B nocnefHvie rofbl B CBA3W C MPOW3BOACTBOM MPENapaToB TUMUYECKUX Top-
MOHOB, YaCTUYHO 3(PMEKTUBHLIX NPU CUHAPOME Ou-IDKOpMKM, a Takxe Hepesko
CMOHTaHHbIM (4aCTWUYHbLIM WM NOSIHLIM) BOCCTAHOBNEHWEM K/IETOYHOIO UMMYHUTE-
Ta Yy 3HAYMTENIbHOM 4acTU BO/IbHLIX CUHAPOMOM [n-[HKOpmKW, TpaHchnaHTaums
TUMYCa UCMONb3YeTCH PeAKo.

IMpruMeHeHe UMMYHOMOAYNATOPOB MpY NEPBUYHbIX UMMYHOAePULMTax

Mpn 6ONbLIMHCTBE CPeAHETKENbIX U TAXKEeNbIX nepBuyHbIX [ MMMyHOMO-
LynaTopbl He 3hheKTUBHLI M He06X0AMMa Nepecajka KOCTHOro Mo3ra unu 3aMecTu-
TeNbHaa Tepanus UMMYHOrnobynmHamu. OgHaKo B HEKOTOPbIX Cy4asx OHU MOryT
6bITb NOME3Hbl KakK CPeACTBa, YCWIMBAOLLME KOMMEHCaTOpHble BO3MOXHOCTY CU
(XanTos P.M., MuHernH B.B., 2000).

Mpy nepBMYHO 06LEein BapnabenbHOW MMMYHHOI HegocTaTtouHocT (OBUH)
C NPeVMYLLECTBEHHbIM HapyLUeHWeM ryMOpasbHOro 3BeHa UMMYHUTETA B KOMI/IEK-
ce neveHns Obln UCMbITaH NOANMOKCUAOHWIA No 12 Mr B/M exefjHeBHO Nel0 1 B ganb-
Heiwem no 6 mMr 2 pasa B Hegento B TedeHne 1-3 mec (Jlatbiwesa T.B., 2000). Ha



3TOM (JOHE Y[anocb YMeHbLUUTb aHTMOaKTepPUabHYHO Tepanuio, nonyuntb 6onee
L/MTENbHYI0 pemuccnio. OTMEUeHO YBeNMYeHUe KONMYeCTBa NEKouMUToB, AMmdo-
LMTOB, (haroumTosa.

Muenonug nonydanu 10 601bHbIX aramMarnobynnHeMuein B fose 5 Mr nog-
KOXHO, Ha KypC 6 MHBbEKLUIA Npu 060CTPEHUN BOCNAEHUs B GPOHXO0NEr04HONR cuc-
TeMe Ha (hoHe aHTMbaKTepuanbHOW M 3amMecTUTeNbHON Tepanuu Ig. Mpenapat ycko-
psn NMKBUAAUMIO BOCMANeHUa W YAAUHAN nepuog pemuccmuun (Jlatbiwesa T.B.,
2002).

MpodmnakTrka UMMyHoAE(MLNTOB

MpodmnakTka nepBUYHbLIX  (BPOXKAEHHLIX)  UMMYHOAEMUUTOB  OCHO-
BbLLAETCH Ha TeX XXe MpUHLUMNAx, YTo U APYrux reHeTUYeCcKMX aHOManuii pasBuTus.
Mpn HanMuMM B ceMbe 60/bHbLIX C FreHeTUYeCKUM W[, HeobXoAnMa MeNKOreHeTu-
ueckasl KOHCyNbTauust 40 POXAeHMs aeTeld. UTo KacaeTcs UMMYHOMNPO(UNaKTMKY,
TO OHAa MOXET OCYLLECTBAATLCA TONLKO KakK MPOTUBOPELMAMBHAA U BKKOYAET Te Xe
Mepbl, YTO U fleyeHne. Heo6X04UM NOCTOSHHbLIA UMMYMONOrMYECKUA KOHTPOSb 3a
COCTOSIHMEM BO/bHbIX.

HecKonbKo  LuMpe BO3MOXHOCTM  MPOMUAAKTUKA BTOPUYHBIX UMMYHO-
LedmumntoB. OHa MOXET 6bITb Kak NpefynpexaatoLeil, Tak u MpoTUBOPELMANBHOIA.
MepBas 3aK/HOUaeTCs B CBOEBPEMEHHOW U MOHOLEHHO Tepanumn 3a601eBaHunii, Ko-
TOpble MOFYT OblTb NPUYMHON 3TUX AeheKTOB; paHHel AMarHoctTuke aucbanaHca B
CW, sBNAIOLLErocs OCHOBOM ero pasBMTUS; CBOEBPEMEHHOM KOPPEeKLMN 3TOro Auc-
6anaHca.

MpoTuBopeLuanBHas NpodunakTmka 6asmpyerca Ha gucnaHcepusaunm 60onb-
HbIX 1 UIMMYHOPeabunmMTaLmm Tex, Y KOTOPbK 0BHapyXXeH NepBUYHLIA UK BTOPUY-
HbI UMMYHOAe(MUMT. Takue 60/bHbIE JO/MKHBI PerynspHo 06cneaoBaTbCs U npu
BbISIBIEHUW Y HUX B AMHAMUKe OTpuuaTenbHbK ¢aBuros B CU Heobxoguma uMmy-
HOKoppeKkums, Tak, Hanpumep, MoKa3aHo, YTO [eTAM, MepeHeLuLll FHOWHO-
cenTnyeckme 3aboneBaHns, He06XoAMMa UMMyHopeabunuTaLms, Tak Kak HeCMOoTpS
Ha K/IMHUYeCKOe BbMAOPOB/IEHME, NOKa3aTe M KNETOUHOr0 M ryMOpasbHOro UMMYy-
HUTETa Y HUX NOJIHOCTLIO He BoccTaHaemBaeTcs: 1gG ewe cHwkeH; IgM n IgA - Ha
Cy6HOpPMaNIbHOM YPOBHE, @'y HEKOTOPbK [feTel Bbille HOpPMbl, YTO OTPaXKaeT roToB-
HOCTb OpraHu3ma K pemHgekuun. Mpu coxpaHeHUW B MEPUOL PEMUCCUN CHUXKEH-
HbIX MOKasaTenell UMMYHONOrMYeCKON PeaKTUBHOCTU MPOBOAAT KOMMJ/IEKC aKTWB-
HbIX peabuNTaLOHHBK MEPONPUSATUIA.

OpraHusaumsa MOMOHLY, 60/bHbIM. Y4YaCTKOBbIA Bpay MOMMKIMHMKMN (ce-
MeiHbIA BpaY) BbISBASAET 60MbHBLIX C Mpu3HakaMmu W[, HanpaBnseT Ha o6cnefoBa-
HUWe, KOHCYNMbTUPYET Y CneumnanucToB (KIMHUYECKOro UMMYHOMOra n Ap.); BbINof-
HAeT Ha3Ha4yeHWs KIMHWYECKOrO MMMYHO/IOra, OCYLLECTB/ISIET AMCnaHCepu3aLmio.
Mpn Heo6xoaMMOCTW HanpaBfseT na crtauuoHapHoe neveTe. locnegHee LOMKHO
MpPOBOAMTLCA B CreLManu3npoBaHHbLK CTaluoHapax. Heobxoauma aucnaHcepusa-
LMsA C perynsapHbIM UMMYHONOrMYecKUM 06cnefoBaHMeM M NPOgUIaKTUYECKON 3a-
MEeCTUTENIbHON Tepanueid: npy aramMarnobyiMHeMWn - BBeeHUE UMMYHOrNo6ynu-
HOB; HAacneACTBEHHbIM aHrMOHEBPOTUYECKUM OTEKOM - CI1-MHrMéuTop, CBEXas

nnasma 1 CTMMynmpyrowasa Tepanua; gpyrmm 60/1bHbIM - COOTBETCTBEHHO MO MOKa-
3aHuAM.



JononHutensHas nutepatypa

Hosukos A.K., Hosukos .[. KnuHnyeckas ummyHonorus. BIFMY, 2006,
392 c.

ApaHHuK [.H. KnuHnyeckaa nMmmyHosnorus u annepronorus, MMA. Mockea,
2003.

ViMMyHogethnumTHble cocTosHus. Mog ped. B.C. CmumpHoBa, W.C. ®peiig-
nvH. C.-Metepbypr: 2000, 557 c.

ViMmyHonaronorus w annepronornd. CraHfapTbl AMArHOCTUKM WM NeyLlLws
/Mog pea. P.M. Xantoea. M., 2001,105 c.

Kapaynos A.B. (pef.) KnnHuuyeckas MMMYHONOIMS U anniepronorus: Y4yeo-
Hoe nocobre. M.: MeguuUMHCKOe MH(opMaLMoHHOe areHTcTBO, 2002, 651 C.
Kapaynos A.B., CngopeHko U B. lMepBuyHbIE MMMYHOAEULUMTBI: AMarHO-
CTUKa, KIIMHUKA W fleYeHre. YCnexu KIMHNYEeCKOM MMMYHOOrMK 1 annepro-
norvn. Mog pes. A.B. Kapaynosa. T.1, Mocksa 2000: 11-21.

Neb6eges K.A., MoHsiKuHA. VIMMYHHas HegocTaTouHOCTb. M., 2003, 440 c.
Primary Immunodeficiency Disiases. Report of a WHO Scientific Group.
Clin-Exper-Immunol. 1997, 109 (Suppl): 1-28

Rosen F.C., Seligmn M. Immunodeficiencies. Harvard Acad. Publ. Chur.
1993.



YuebHoe n3gaHue

Hoeukos Omutpuii Kyssmuy
HoBunKoBa BaneHTuHa VIBaHOBHA
AHdvesako Bnagummnp BunnaHmHosny

MEPBP1YHbIE MMMYHOLE®NLUWNTHbBLIE BEOJIE3HA

Mocobwne

Pepaetopsbl; B.B. AHyeLuco
KomnbloTepHas BepcTka J/1.M. PomaHoBCKast

MognucaHo B neyaTb u -.®opmar bymarun
Bymara tunorpagckas Ne2. FapHuTypa Taiimc. Yen. ney. niuctos [,
Yuy.-u3g. n. s Tupax2003ks3. 3akazX»

W3gatens v nonurpaguueckoe ncnonHeHme YO «BoTe6CKMiA rocyapcTBeHHbI
MeANLMHCKNIA yH1BEPCUTET
J111 X902330/0133209 ot 30.04 04

OTneyaTaHo Ha pu3orpadge B Bute6ckom rocyaapcTBeHHOM MeAULMHCKOM YHUBepCUTeTe

210602, BuTebek, Ih. ®pyH3e, 27
Ten. (8-0212) 246256

7



